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CbAbpKaHMeTo Ha Te3n NpenopbKy Ha EBponeiickoTo apy»kecTBO No Kapanosnorusa (European Society of Cardiology, ESC) ce ny6nnkyBa camo 3a nM4HO 1 06pa3oBaTesHO Noi3BaHe.
Mon3BaHeTo UM 3a KOMEPCHanH Lenu He e paspelueHo. HuTo efHa yacT oT npenopbkuTte Ha ESC He moxe Aa 6bAe NpeBexaaHa nnm pasmMHoXKaBaHa MoJ KakeaTo 1 ja e popma 6e3
nncmeHoTO paspeluerne Ha ESC. PaspelleHneTo Moxe fa ce Monyymn Ypes n3npaljaHe Ha nncMeHa Mon6a Ao nspatens Ha European Heart Journal, Oxford University Press, n Ha cTpaHaTa
YyNbAHOMOLLEHa Aia U3/jaBa Tak1Ba paspelleHuns ot umeTo Ha ESC.

OTKas oT oTroBopHOoCT 2014: Mpenopbkute Ha ESC npeacTaBAT BuxKAaHMATa Ha ESC nOCTUrHaTU cief BHUMaTeNIHO 0OMUCIAHE Ha HayYHUTe 1 MeANLIMHCKITE 3HaHUA U Ha loKa3aTen-
CTBaTa HaJIMYHY KbM MOMEHTa Ha HanuncBaHeTo.

ESC He HOCV OTrOBOPHOCT B C/lyyail Ha NPOTNBOPeUne, HeCbOTBETCTBIE W/UNK ABycMUCre Mexay MpenopbkuTte Ha ESC 1 apyrn oduuymanty NnpenopbKy UU HacoKw, NyBANKYBaHN OT
CbOTBETHMTE O6LLECTBEHY 33PaBHM OPraHi, 0CO6EHO BbB BPb3Ka C MPaBUIHOTO NPUIOKEHWE Ha 3APABH WY TePaneBTUYHI CTpaTeruun. 34paBHUTE CNeLmuanucTyi Ca HacbpyaBaHu 4a B3e-
mart MpenopbkuTe Ha ESC 13usno npeasns npy 3roTBAHETO Ha CBOATA KIIMHUYHA OLIEHKA, KAKTO 1 NPY ONPeAeNsHETO v NpUiaraHeTo Ha NPeBaHTVBHY, ANarHOCTUYHI WW TepaneBTUYHN
MeAMLMHCKM cTpaTeruu. MpenopbkuTe Ha ESC 06ade B HUKaKbB Clyyail He OTMEHAT MHAVBMAYaNHaTa OTFOBOPHOCT Ha 34paBHUTE CNeUUanicTy ja B3emMaT NOAXOAALLM 1 TOYHN peLleHus,
Cb06Pa3eHm CbC 3PaBOCIOBHOTO CbCTOAHME Ha BCEKM NaLMEHT, cief 06Cbx4aHe C HEro 1, KOraTo e NoAXoAALO Uav Heo6X0AMMO, C NIMLETO NOMaralo rpykm 3a nayueHTa. lMpenopbkuTte
Ha ESC He 0cBOGOX/AaBaT 3[ipaBHMTE CNELMANUCTU OT NOAPOGHO U BHAMATENHO 3aN03HaBaHe CbC CbOTBETHUTE OPULIMANHI, aKTYann3nupaHu NPenopbKn UM HacoKu, My6anKyBaHu ot
KOMMeTEHTHUTE OBLeCTBEHN 3[PaBHI OPraHu, 3a ja NOAXOAAT KbM BCEKM OTAENEH NALMEHT B CbOTBETCTBIE C HAYYHO NPUETUTE [aHHYM, CbOOPA3HO eTUYHMTE U NPOdeCcoHanHUTe cn
3abixeHns. OTrOBOPHOCT Ha 3APABHIA CNEeLManuCT e v ja NpoBepy NpasunaTa n HapeAGUTe OTHACALLM Ce 3a leKapCTBaTa v MeANLIMHCKNATE U3AeNA KbM MOMEHTa Ha NPeAnCBaHeTo.
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LVOTO left ventricular outlow tract obstruction
MADIT-RIT Multicenter Automatic Defibrillator Implantation

Trial-Reduce Inappropriate Therapy
MAPK mitogen activated protein kinase

MELAS mitochondrial encephalomyopathy, lactic
acidosis, and stroke-like episodes

MERFF myoclonic epilepsy with ragged red fibres

MRA mineralocorticoid receptor antagonist

MYBPC3 myosin-binding protein C, cardiac-type

MYH7 myosin-7 (B-myosin heavy chain)

MYL3 myosin light chain 3

NOAC new oral anticoagulants

NSVT non-sustained ventricular tachycardia

NT-proBNP  N-terminal pro brain natriuretic peptide

NYHA New York Heart Association

OAC oral anticoagulants

o.d. omni die (every day)

PC-CMR phase contrast cardiac magnetic resonance

PDE5 phosphodiesterase type 5

PET positron emission tomography

PRKAG2 gamma-2 sub-unit of the adenosine
monophosphate-activated protein kinase

RAAS renin angiotensin aldosterone system

RV right ventricular

SAM systolic anterior motion

SCD sudden cardiac death

SAA septal alcohol ablation

S-ICD™ Subcutaneous lead implantable cardioverter
defibrillator

SPECT single photon emission computed tomography

SSFP steady-state free precession

SVT supraventricular tachycardia

TOE transoesophageal echocardiography

TNNI3 troponin |, cardiac muscle

TNNT2 troponin T, cardiac muscle

TPM1 tropomyosin alpha-1 chain

TTE transthoracic echocardiography

TTR transthyretin

VF ventricular fibrillation

VKA vitamin K antagonist

VT ventricular tachycardia

WHO World Health Organization

1. MMpeancnosne

Mpenopbknte 0606wWaBaT 1 Noanarat Ha OUeHKa BCUYKM Ha-
JINYHU KbM MOMEHTa Ha HanMCBaHeTO [oKa3aTencTBa Mo cre-
unduyHa Tema C Len ga nofnomorHaT nekapute B n3bopa Ha
Haln-pobpuTe CTpaTernm 3a neveHre Ha KOHKPETHNA MaLUEHT C
JafeHo 3abonsBaHe, B3eMaKun NpeaBug NOBANSBAHETO Ha KNN-
HUYHUA N3XOA, KAKTO N CbOTHOLLEHVETO PUCK-MO3a OTHACALLM
ce [0 cneunenYHM ANarHoOCTUYHN UV TeEPANeBTUYHM CPeLCTBa.
Mpenopbkute TpAbBa Aa NOAMNOMOrHAT NeKaps Npu B3eMaHe
Ha pelleHns B exxefHeBHATa MPAKTMKa, HO OKOHYATENHUTE pe-
LEHMA OTHOCHO KOHKPETHUS MauMeHT TpsbBa Aa ce B3emaT oT
neKkyBalmA(Te) 3apaBeH(HY) cneymnannct(n) cnep obcbxaaHe ¢
nauMeHTa u eBeHTYanHuA NpUaPYXuTen.

B nocnenHuTe roguHn EBponeickoTo Apy»KecTBO MO Kap-
avonorus (European Society of Cardiology, ESC), kKakTo v apyru
ApyXecTBa 1 opraHusaumm nybnvkysaxa ronam 6poi ykasaHus.
Mopaan 3HaUEHMETO MM 3a KAMHWYHaTa NpPaKTMKa, Npu paspa-

60TKaTa Ha ykasaHuA 6sxa yCTaHOBEHW KpUTEPUM 3a KayecT-
BO, C LieN1 MOCTMUraHe Ha MPO3PayHOCT Ha BCUYKM peLleHun 3a
notpe6utens. MNpenopbknTte 3a GopmynupaHe 1 n3faBaHe Ha
yKasaHusa Ha ESC morat fa 6baat HamepeHu Ha yebcanta Ha ESC
(http://www.escardio.org/ guidelines-surveys/esc-guidelines/
about/Pages/rules-writing. aspx). MNpenopbkute Ha ESC npeg-
cTaBAT odumymanHaTa nosnuyma Ha ESC Bbpxy AafieHaTa Tema u
Ce OCbBpeMeHABaT peAoBHO.

YneHoBeTe Ha Ta3n PaboTHa rpyna ca nsbpanu ot ESC, Taka
Yye Aa NpeacTaBaABaT cneynanucTuTe, nonarawy MeauLMHCKN
rPVKKM 3a NauMeHTU ¢ Ta3u natonorus. M3bpaHuTe ekcneptu B
obnacTTa ca Hanpaswuy NoapobeH nperneq Ha Ny6nNKyBaHNTe
JoKasaTescTBa 3a NoBeAeHNeTOo (BKMIOUMTENHO ANAarHOCTMKaTa,
NleyeHneTo, NPEBEHLMATA U pexabunutaumaTa) npu JafeHo 3a-
6onABaHe B CbOTBETCTBUE C MONMTMKaTa Ha KomuTeTa 3a npak-
TYyeckn ykasaHua (Committee for Practice Guidelines, CPG) Ha
ESC. M3rotBeHa e KpuTnYHa oLeHKa Ha AUarHoCTUYHUTE 1 Tepa-
NeBTUYHY MPOLeAYPU, BKIIOUNTENHO OLeHKa Ha CbOTHOLLEHMe-
TO puck-nonsa. Mpu HannumMe Ha AaHHW ca BKIOYEHW Npubnu-
3UTENHY OLeHKM Ha OYaKBaHVA 3ApPaBeH U3XO[ 3a Mo-ronemu
nonynaumun. HiBaTta Ha JOKa3aTeNICTBEHOCT U TexecTTa Ha npe-
NnopbKMTE 3a CcneunduyHm TepaneBTUYHN NOLXOAN Ca U3Mepe-
HW 1 CTeNeHyBaHM cnopej NpeaBapuTenHo aedbruHupaHmn ckanu,
KaKTO e NocoyeHo B Tabnuumn 1 m 2.

EkcnepTute B rpynute Ha aBTOPUTE U PELIEH3EeHTUTE Ca Mo-
NbHUAM [leknapauma 3a HTepec, € Lien yCTaHOBABaHE Ha BCUY-
K1 peasiHn 1N Bb3MOMHU N3TOYHULN HA KOHONMKT Ha UHTEpPeCHU.
Te3un dopmynapu ca cbbpaHn B eauH o6y dpain u morat a 6b-
AaT HamepeHu Ha yebcanTta Ha ESC (http://www.escardio.org/
guidelines). Bcukn npomeHu Kacaely aeknapaumunTe 3a NHTe-
pec, KOUTO Bb3HMKBAT MO BpeMe Ha Meprofa Ha HanmceaHe Ha
LAOKYMeHTa, TpsAbBa fia 6baat cbobuieHn B ESC 1 fa 6baaT akTy-
anvsvpaHu. PaboTHaTa rpyna e nonyunna GuHaHCOBa NoaKpena
usyano ot ESC, 6e3 KakBOTO 1 Aa € yyacTue Ha CBbp3aHaTa CbC
3paBeona3BaHeTo MHAYCTPHUA.

KomuteTsbT 3a npakTnyeckn ykasaHua (CPG) Ha ESC ynpax-
HAABa KOHTPOJ U KOOPAMHMpPA NOArOTOBKaTa Ha HOBY YKa3aHus,
U3roTBAHM OT PabOTHU FPYNU, eKCNEPTHN FPYM UIIN KOHCEHCYC-
HY rpynn. KOMUTETBT e OTFOBOPEH 1 3a NpoLeca Ha ofobpsaBaHe
Ha Te3un yKa3aHuA. [penopbkuTe Ha ESC ce nognarat Ha nogpo-
6eH nperneg ot CPG 1 BbHWHY ekcrepTu. Cnef CbOTBETHU MOB-
TOPHUW NpepasrnexaaHusa, Te ce o4ob6pABaT OT BCUUKM eKCrnepTn
yyacTtBawm B PaboTHata rpyna. OKOHYaTeNHUAT AOKYMEHT ce
opobpsiea oT CPG 3a nybnukyBaHe B European Heart Journal.
Tow e 6un n3paboTeH cnep BHYMATEHO NPOYYBaHE Ha HayYHU-
Te U MeANLMHCKN 3HaHWA 1 foKa3aTesicTBaTa CblyecTByBaLyy Mo
CbLLOTO BpeMme.

Mpwn pa3paboTkaTa Ha nNpenopbkuTe Ha ESC uenTa e 6una
KaKTO BK/lOYBaHe Ha Hal-HOBWTE Hay4HW M3CnefBaHusA, Taka
U Cb3faBaHe Ha 06pa3oBaTeNHW MHCTPYMEHTW ¥ Mporpamu
3a NPUNOXKeHNe Ha NpenopbKuTe. 3a BHeApABaHe Ha Mpeno-
pbKUTE Cce M3roTBAT COUTK AKOOHU BEPCUU HA NPENopPbKUTE,
obobujaBalym npeseHTauuy, 6poLypy C OCHOBHU MOCIaHWA,
o0606LiaBalyM KapTh 3a HeCrneLnanucTy, enekKTPoHHN BEpCUn
3a AUrnTanHu npunoxeHns (cmaptdoHu n gp.). Team Bepcnn ca
CbKpaTeHu 1 MOpaan TOBa, MPY HEOOXOAUMOCT, MOTPebuTenaT
TpAbGBa BMHarK Aa Hanpasu CrpaBka C Mb/HaTa BEPCUA Ha Te-
KCTa, KOATO e JOCTbMNHa 6e3nnaTHoO Ha yebcanTta Ha ESC. Hauwo-
HanHWTe JpyxecTBa Bnu3awm B ESC ce HacbpuasaT fa ofobpArT,
npesenaTt u BHeApAT npenopbkute Ha ESC. Mporpamute 3a
BHefpABaHe ca HeOOXOAMMM, TN KaTo e loKa3aHo, Ye N3XoAbT
oT 3a60n1ABaHETO MOXe [ja Ce NoBnuse 6naronpuATHO Npu 3a-
AbN60YEHO NpunaraHe Ha KINMHUYHKTE MPENOPBKM.
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Ta6bnuuya 1: KnacoBe Ha npenopbKuTe

KnacoBe Ha
npenopbKuTe

HeduvHuuma

Mpenopbkuy 3a ynotpeba

Ta6bnuua 2: HuBa Ha gOKa3aTeNCTBEHOCT

[laHHW, NoNyYeHN OT MHOTO6POHN
PaHAOMU3VPAHN KIUHUYHN
M3MNUTBaHWNA U MeTa-aHanusu.

HwBo Ha
[OKa3saTencTBeHocT A

,U,aHHI/I, nony4yeHm ot eqUHNYHO
PaHAOMU3NPAHO KIIMHNYHO N3MNTBaHe
nnn ronemun HepaHgoMmnsnpaHu
npoyysaHuA.

HuBo Ha
[loKa3saTencTBeHocT B

KoHceHcyc Ha eKcrepTHU MHeHWA
n/unu Manku NpoyyBaHus,
PeTpoCneKT!BHN NPOYYBaHUA,
peructpum.

HuBo Ha
nokasatencteeHocT C

Heobxopumn ca obcnepBaHusa u peructpu, 3a pa ce
ynocToBepu, ye obuyaiiHaTa exefHeBHa MpakTWKa cnejpa
yKa3saHuATa B NpenopbKuTe, 3a Aa 6bje 3aTBOPEH LUUKBABT
KJMHWYHO M3NMTBaHe — 3paboTBaHe Ha NUCMEHN npenopb-
KN — pa3npocTpaHaBaHe — NPUIoKeHNe Ha Te3n NPenopbKu
B K/IMHMYHAaTa NpaKkTuka.

3ApaBHMTE CNeLmanncTu ca HacCbpyaBaHU Aa B3emart npe-
nopbkuTe Ha ESC n3yano npenBua npm M3roTBAHETO Ha CBOA-
Ta K/IMHMYHA OLleHKa, KakTo 1 Mpu onpeaenaHeTo u npuna-
raHeTo Ha MPEeBaHTUBHW, ANArHOCTUYHW WM TepaneBTUYHU
MeauUUuHCcKM cTpaTterun. MNpenopbknute Ha ESC o6aue B HYU-
KaKbB Cllyyall He OTMEHAT UHANBUAYaNHaTa OTTOBOPHOCT Ha
3ApaBHUTe CcneynanncTi aa B3emaT NMOAXOAALMN U TOYHN pe-
LWeHnA, CbobpaseHn CbC 34PaBOC/IOBHOTO CbCTOAHME Ha BCe-
KW nauymneHT, cnep obCbxKAaHe C HEro 1, KoraTo e NoAXoAALL0
1NV Heo6XOAMMO, C NTMLIETO NOJIaraLlo rpuXKm 3a naureHTa.

3ApaBHMUTE CreuynanucT ca HacbpyaBaHM fAa B3emaT
npenopbknte Ha ESC m3yano npepasmnpg npu M3roTBAHETO
Ha CBOATAa KJIMHMYHA OLleHKa, KaKTO 1 Npu onpefensHeTo un
npunaraHeTo Ha NPeBaHTMBHU, AMATHOCTUYHU VAN TepaneBs-
TUYHW MeJMLUHCKK cTpaTeruu. Mpenopbkute Ha ESC obave B

HUKaKbB cnyqa|7| He OTMEHAT NHAnBUAyasHaTta OTTOBOPHOCT
Ha 34paBHUTE CneunanncTn ga B3emat nogxogAawmnm m TO4YHN
peweHunA, c1>06pa3eH|/| CbC 34PaBOC/IOBHOTO CbCTOAHME Ha
BCEKN NauneHT, cnen o6c1>>|<naHe C HEro n, Korato € nNnoaxo-
AAWo nnn HeO6XO£|VIMO, C NUeTo nonarawo rpuXxu 3a naun-
€HTa. OTFOBOpHOCT Ha 34paBHUA cNeynanuncT € n fa nposepun
npasuiata n Hape,q6|/|Te, OTHacAWMWM ce A0 nekapcTBaTta N me-
ANUNHCKUTE n3genna KbM MOMEHTA Ha NpeanncBaHeTo.

2. YBop

2.1. OnpepeneHne

KapanomuonatumuTe ce onpenenaT KaTo CTPYKTYPHU U GYHK-
LMOHANHN NPOMEHN Ha KaMepHUA MMOKapa, KOUTO He morat
a ce 06SACHAT C orpaHMYaBalla KPbBOTOKA KOPOHApHa ap-
TepuanHa 601ecT Uan CbCTOAHMA Ha aBHOPMHO HaToBapBa-
He.! B uctopuuyeckmn nnaH Tasum rpyna 3abonssaHua ce genu
Ha MbPBUYHN 6GONECTU, MPU KOUTO CHPLETO € eANHCTBEHUAT
3acerHaT opraH 1 BTOPUYHU GOPMU, MPU KOUTO KapAUOMM-
onaTuMsaTa e nposBa Ha cucteMHa 6onecT. Te3n lNpenopbKu
Bb3NnpremMaTt KnacupukaumoHHaTa cUcTeMa NpeasiokeHa ot
CKOpOLLEeH JOKYMeHT 3a no3numna Ha ESC, B KonTo Kapanomu-
onatunTe ce onpegenaAt no cneundryHr MopdoSIOrMUYHN 1”
bYHKUMOHANHM KpuTepuu, a cnef ToBa ce rpynupaT BbB ¢da-
MWUITHU/TEHETUYHN U HedpaMUTHU/HEreHeTUYHN NOABUAOBE,
HE3aBNCUMO OT HANIMUYMETO Ha N3BbHCbpAeYHa bonecT.]

XunepmpoguyHama kapouomuonamus (XKMI) ce onpedens
om Hasau4yuemo Ha 3adebenissarHe Ha nesokamepHama (J1K, left
ventricular, LV) cmeHa, koemo He moxe 0a ce 06acHU camo ¢ ab-
HOPMHU YC/108UA HA HAMOBApPBAHe.

ToBa onpepgeneHvie e NPUIOXKNMO NPW Aeua U Bb3pacTHU
N He JaBa NpeaBapuUTENHO NPEeAnooXeHne 3a eTnonorusTa
Ha MMOKapAHaTa naTofiorns. BbnpeKkn ye TO3U NOAXOA pas-
WwunpABa obxBaTa Ha [MpenopbKuTe 1 NpaBK HAKOWU MPenopb-
KW NO-CNOXHW, TON CbOTBETCTBA HA e€Xe[HeBHaTa KJIMHWUYHA
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NPaKTKa 1 AaBa No-rojiiMa Bb3MOXHOCT 3a I'IO,EI,O6pﬂBaH€ Ha
ANarHOCTU4YHaTa TOYHOCT 1 NevYeHneTOo.

2.2. O6xBart Ha [lpenopbkuTe

YHMKanHo 3a 4ecTo cpellaHo CbpheyHO-CbAOBO 3abonsasaHe,
npv nayneHT ¢ XKMI nma MHOro Manko paHAOMM3NPaHN KOH-
TPONMPAHU KNUHWYHW 13NUTBaHUA.? [0 Ta3n NpuYMHa MHO3MH-
CTBOTO OT MPenopbKuTe B TO3U AOKYMEHT ce AaBaT Ha 6a3aTa
Ha 06cepBaLMOHHN KOXOPTHW MPOYUYBAHUA N €KCMEePTHU KOH-
ceHcycw. LlenTa e 3gpaBHUTe cneyunanncTy aa 6baaT cHabgeHm
C NMpaKkTUyecka AMarHoOCTUYHa 1 TepaneBTWYHa pamka ob6xBa-
waLla nayMeHTTe OT BCMYKM Bb3PacTy 1 Nopaan ToBa, Ye npu
noBeyeTo MauMeHT! MMa reHeTMYHa NpuyrHa 3a bonecTTa nwm,
B HacTOALMTe NPernopbKy ce pasrnexaa U 3HauyeHneTo Ha Aa-
[leHa JmarHo3a 3a CeMelcTBOTO U ce iaBaT cneuuduyHn CbBeTr
OTHOCHO penpoayKLuATa U KOHTpaLenuumaATa.

Bb3npuemaHeTo Ha 4McTOo MOPGONOrMYHO oOnpepaeneHve
Ha 6onecTTa 03HauaBa, Ye 6POAT Ha Bb3MOXHUTE eT1oNornn e
3HauuTeneH, ocobeHo Npu Manku aeua. Toid KaTo e HenpakTny-
Ho fa 6bje npeAcTaBeH M3yepnaTesieH KOMNEHANYM Ha BCUY-
K1 Bb3MOXHU nNpununHm 3a XKMT, MpenopbkuTe ce pokycmpaT
BbPXY Hal-yeCcTUTe reHeTUYHM U HEereHeTUYHW NoLBUA0BE, HO
ce NpaBAT AOMBbAHUTENHM NPenpaTKy U KbM No-peakn bonectu.
Mo nopo6eH HauvH, TepaneBTUYHUTE NPenopPbKM ca GoKycmpa-
HY Hali-Beye Bbpxy 06LM TepaneBTUYHN BbNPOCH, HO, KOraTo e
BB3MOXHO, NpenpaLyaTt 1 KbM peakmn 6onecTu.

3. Ennpemunonormnsa

Pegvua MeTofoONOrMYHO pasnuuHu npoyysaHus B CeBepHa
AmepuKa, EBpona, A3usi 1 Apprika AOKNaABaT yecToTa Ha Heo-
6scHMMO yBenuueHa JIK gebenviHa B gnanasoHa 0,02-0,23% npwu
Bb3pacTHU (erekmpoHHa mabnuya 1).37'> MHOro ot TAX nokas-
BaT Bb3PaCTOBO 3aBUCKMA YECTOTa C MHOTO MO-HUCKM CTOMHO-
CTV NpW NaUWeHTN ANArHOCTULMPaHN Npean 25-roguiuHaTa cu
Bb3pacT.’ YectotaTa Ha XKMI1 B neguatpuyHu pernctpu e He-
M3BECTHa, HO MOMYMaUVOHHN NPOYYBaHMA CbobLIaBaT roauil-
HacTorHocTu oT 0,3 go 0,5 Ha 100 00013,14 (erekmpoHHa mab-
nuya 1).Bonpekn ye XKMI1 ce npefasa no-4ecto No aBTO30MHO
JOMUHAHTEH HauuH (BUXKTe paspen 6: [eHeTUYHO TecTyBaHe 1
CEMEEeH CKPVHUHT), MOBEYETO NPOoyUYBaHMA CboOLLaBaT 3a IeKO
npeob6nagaBaHe Ha MbXKUsA Mo (eslekmpoHHa mabnauya 1). Tesu
[laHHM OCTaBaT HEOBACHEHU, HO MOXe 01 Ca 13pa3 Ha U3BECTHU
HETOYHOCTU B CKPUHUIOBUTE CTATErMK, KaKTO U Ha Hamyme Ha
reHeTUYHN U XOpMOHanHu moandrkatopu. Yectotata Ha XKMIM
npw pasnnyHUTe pacu e egHakea.> 2

4, Etnonormsa

B 0o 60% om mnadexume u 8v3pacmHume ¢ XKMIT 6onecmma e
asmo3oMHO OOMUHAHMHA U ce NPUYUHABA OM Mymayuu 8 2eHu-
me Ha copoeyHUMe capKkomepHU npomeuHu.> "

MeT [o fleceT NpoLEeHTa OT CllyyaunTe Npu Bb3pacTHY ca npu-
UVHEHV OT APYrN reHeTUYHN 6onecTu, BKIUMTENHO Hacnesn-
CTBEHV MeTaboNVTHU N HEBPOMYCKYNHI 60MecT, XpOMO30M-
HV @HOManuUu ¥ TeHETUYHW CUHAPOMU (ueypa 1; enekmpoHHU
mabnuyu 2 n 3).2°2' Hakon nayneHTN UMaT HereHeTUYHK dopmu,
KonTo HanofobsABaT reHeTUYHNTE Gopmy Ha bonecTTa, Hampu-
mMep ceHunHa (TTR) n nekosepwuxHa (AL) ammnongosa.?>?

4.1. TeHHN myTaunn Ha CapKoOMepHUTe
npoTenHn

MyTaumm B reHuTe KoguMpawy TEXKOBEPWKHUA 6eTa-MUO3MH
(MYH7) n mnosuH-cebp3Bawma npotenH C (MYBPC3) ca oTro-
BOPHM 32 MHO3UHCTBOTO OT CJTyYamnTe; NO-pALAKO 3acerHaTu reHn
BkNtouBaT TPonoHuH | n T (TNNI3, TNNT2), TponomnosuH anda-1
Bepura (TPM1) nekosepuxeH Mro3uH 3 (MYL3). Mo npuHuun, na-
LUMEHTN C MyTaLusa Ha CApKOMEPHUTE MPOTENHM MaT No-paHHa
KNMHWKa 1 no-yecTa pamunHa aHamHesa 3a XKMI n BHe3anHa
cbpheyHa cmbpT (BCC) oT Te3n 6e3 myTtauma.*?* Mpu TaAX uma
TEHAEeHUMA KbM MO-TeXKa XUnepTpodus, MUKPOBACKy/apHa
AMcoyHKLUMA 1 MrUoKapaHa ¢unbposa.” Hakonko npoyuysaHus
MOACKa3BaT, Ye HAKOU MyTaLuM Ha CapKOMEPHU NMPOTENHU ca
CBBbP3aHu € MNO-NoLa NPOrHo3a oT Apyru, Ho Te3n HabnoaeHNA
ce 6a3npaT Ha Manbk 6poii 3acerHaTi LA, NOHAKOra Ma HeCb-
OTBETCTBUA MEXJY NPOYyYBaHUATA U Te Ca OFPaHUYEHN OT pAf-
KOCTTa Ha KOHKpeTHWTe MyTaLmn.?-3 Tazn cuTyaums 61 Tpabdsea-
110 ia ce Nopo6pu, T KaTo B MeXAYHapoaHM 6a3u faHHK, KaTo
ClinVar (https://www.ncbi.nlm.nih.gov/clinvar/) ce cbbupat no-
KauyecTBeHV faHHM 3a oTAeNnHN MyTauuu. NoBeye OT eiHa reHHa
MyTauua ce yCTaHOBABa B 0 5% OT MHANBUAWTE U NP TAX UMa
TeHAeHUMA KbM Mo-paHHa n3sABa C No-TeXbK peHoTun.33 35

4.2, MeTaboONNTHN HapyLIeHNA

MHoro HacneacTBeHV MeTabonnTHM 6onecTu ca cebp3aHm ¢ JIK
xunepTpodua. MNoBeyeTo ce yHacneaaBaT Mo aBTO30MHO pe-
LleCMBEH MbT, HO HAKOJIKO Ca CBbp3aHu ¢ X-xpomo3omarTa (¢u-
eypa 1; enekmpoHHa mabnuya 3).*' Han-uectnte meTabonuTHu
HapyweHua npu Bb3pacTHn ¢ XKMIT ca 6onect Ha Anderson-
Fabry, c yectoTta okono 0,5-1% npv NayMeHTV NO-Bb3PaCTHU
oT 35-40 roanHwn,* 1 601ecT NPUYMHEHN OT MyTaLUN B reHa
Kogmpaly y2-cybeanHuuaTta Ha afieHo3nH MoHodochaT-aKTMBM-
pawaTta ce npoTtenH KnHasa (PRKAG2) c yectota npnbnusunten-
HO 1%.¥ CbobLyeHaTa YecToTa Ha MyTaLUnUTe B JIN3030M-acoLu-
npaHma membpaHeH npotenH 2 (LAMP-2), Kouto npuymnHaBaTt
6onectTa Ha Danon, Bapupa B guanasoHa 0,7-2,7%.3 Makap n
CbLYO peaKn, MeTaboNUTHUTE HapyLUEeHNA ca OTFTOBOPHM 3a Mo-
ronam aan ot XKMI npu geua n mnagexu.

4.3. MuToxoHApUManHW KapanomuonaTumn

MbpBUYHUTE MUTOXOHAPVANHN HapYLUEHNA Ce MPUYMHABAT OT
MyTaLuuMm B HyKneapHaTa nnm mutoxoHgpuanHata HK, kouto ce
npefaBaT aBTO30MHO AOMWHAHTHO, aBTO30MHO peLecMBHO, Mo
X-CBbpP3aH HauMH 1 Mo ManumHa NnHMUA.> Han-yecto ca npuuu-
HeHW OT MyTaLMM B FeHa Koaupaly NpoTEMHOBU KOMMeKcn oT
AvxaTenHata Bepura (esekmpoHHa mabnuya 3).' KnuHuyHaTa
KapTrHa Ha MUTOXOHZpUWanHuTe 6onectun ce pasnunyasa TUNUY-
HO Mo Bb3pacTTa Ha NposBsABaHe 1 No obxBaTa 1 TeXecTTa Ha
OpPraHHOTO yyacTue.

4.4. HeBpomycKynHu 6onectn

Cu3KsoueHre Ha aTakeuaTa Ha Friedreich,*# XKMI e psigko npo-
fIBa Ha HEBPOMYCKYNHa bonect (pueypa 1, enekmpoHHa mabnuya
3).21 CpobLyaBa ce Npu HAKOW MYCKYNHW AUCTPOodUn 1 BpoaeHu
CKeneTHM MMonaTun (Hanp. HeManMHOBa MyonaTua)* (es1ekmpoH-
Hamabnuya 3y v e cBbp3aHa C MyCKyJiHa ClabocCT 1 KOHTPAKTYpK
NpyYrHeHn oT MyTauuu Ha reH FHL-1 (four-and-half [ueTupu n no-
nosuHa] LIM domain-1).** lecM1MHOBUTE FeHHN MyTaLuy TUMUYHO
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MYL3
TPM1
TNNI3

TNNT2

MYH7

40-60%

MYBPC3

Hewn3sectHa
eTnonorua
~25-30%

l'eHHV myTaumm
Ha CapKOMepHMA NPoTenH

Llpyrv reHeTUYHN
11 HETEHETUYHMN MPUUNHY

«Bp rpewKmn B
Bonect Ha rnKoreHHoTO
HaTpynBaHe:

«Pompe
+Danon

+ AMP-kuHa3a (PRKAG2 ren)

+ KapHutHoBy 6onectn

+ JI13030MHY GonecT
Ha HaTpynBaHeTo

+ Anderson-Fabry

+ HeBpomyckynHu 6onecru
« Atakcua Ha Friedreich
«FHL1

« MutoxoHapunantu 6onectin
« MELAS
« MERRF

« MandopmaLoHHM CUHAPOMM
+Noonan

] - LEOPARD

+ Costello

«CFC

+ Amunongosa
+ ®ammunHa ATTR
« [ue Tvn TTR (ceHnneH)
« AL amunonposa

« HoBopopeHu npu maituuH guaber

«JlekapcTBeHn
« Takponumyc
« XNAPOKCUXIOPOKBUH
« Crepouan

MHO3MHCTBOTO OT C/lyyanTe NPy MNAREXN 1 Bb3PaCTHN Ce MPUUYMHABAT OT FeHHN MyTaLmMm Ha capkomepHUTe npoTenHu. AL = nekosepuxeH amunoug; AMP = AMO (apeHo3nH
moHodocdat); ATTR=amunonposa, TpaHcTupetuHos tun. CFC = kpaHuo-pauno-kytaHeH; FHL-1 = npotenH kogupan ot FHL1 rex ¢ yetmpn u nonosuHa (four and a half)
LIM pomeHa; LEOPARD = nurmeHTHW HeBycu (lentigines), EKI HapylweHus, oueH xvnepTenopusbm, MyIMOHaNHa CTEHO3a, FeHUTaNHU aHoManuu, 3abaBeH pacTex u
ceH30HeBpanHa rnyxota; MELAS = muToxoHapuanHa eHuedanomuonatis, nakTaumaosa 1 UHCyntonoAobHn ennsoau; MERRF = MMoKnoHuyHa enunencua ¢ ,napuanueu”
MYyCKynHU BnakHa; MYL3 = Mno3uH, neka Bepura 3; MYBPC3 = Mno3nH-cbp3Baly npotenH C, copaeyeH Tun; MYH7 = Mino3uH, Texka sepura 7; TNNI3 = TponoHuH |, cbppeyeH;
TNNT2 = TponoHuH T, cbpaeyeH: TPM1 = Tponomnosut 1 anda Bepura; TTR = TpaHCTUPETUH.

OQurypa 1:

NPUYNHABAT AuaTaTMBHa U PeCTPUKTUBHA KapANOMMOMNaTUsA, HO
mora fja ce npoasaT ¢ XKMI n aTpuo-BeHTpurKynapeH (AV) 6nok.**

4.5. MandopmaLNOHHN CUHAPOMU

Hakonko mandopmaunoHHM CMHAPOMA cCa CBbp3aHu C
XKMI (enekmpoHHa mabnuya 3). Hall-uecTn ca Te3u npuynHe-
HM OT MyTaLWM Ha reHu, KOMTO KOAMPAT NPOTEVNHU OT MbTA Ha
Ras/mutoreH akTuBupaHata npotenH-knHasa (MAPK), Bknio-
yntenHo cuHapoma Ha Noonan,”* LEOPARD (Lentigines, ECG
abnormalities, Ocular hypertelorism, Pulmonary stenosis,
Abnormal genitalia, Retardation of growth, and sensorineural
Deafness)** (nurmeHTHN HeBYcK, EKT HapyLlueHns, oueH xunep-
TeNopu3bM, NyJIMOHaNIHA CTEHO3a, FeHUTaIH1 aHoManuu, 3aba-
BEH pacTeX 1 ceH3oHeBpasiHa rnyxoTa) n Ha Costello.48 lNose-
4yeTo Ce AnarHoOCTMLMpaT B AeTCKa Bb3PacT, HO HAKOW MO-N1eKn
dopmu (no-cneumanHo cuHapomsT Ha Noonan) ce nponyckat B
paHHa Bb3pacT 1 ce naeHTdULMpaT B No-KbCHa Bb3pacT.

4.6. WHPunTpaTnBHaA 60nect/Bb3naneHne

CbppeyHata aMuionosa Boau 4O NPOrpPecBHO HapacTBaHE Ha
febenuHata Ha NneBo- 1 AeCHOKaMepHUA M1OKapA, Mexaynpeq-
CbpaHUA centym 1 AV kKnanu.® JlekoBepwikHata (AL) 1 HacneacTse-

Pa3nnyHu eTmonorum Ha xmnepTpoduyHa KaparnomMmonaTus.

HaTa TpaHcTpeTHoBa (TTR) ammnnonfosa morat fja 3acerHar us-
OJIMPAHO CbPLIETO UMM MMAT MyNTUOPraHHa JIOKanu3aLms, AOKaTo
AMBUAT TVN (CeHnnHa) TTR 3acAra npeAMMHO CbpLETO 1 IMraMmeHTa
Ha KapnanHua KaHan. MuokapaHuAT efieM 1 KneTbyHaTa nHGuI-
TpaLuvA Npu oCTbp MUOKAPAUT MoraT Aa Hanopo6aT XKMI, Ho Ton
€ 0OMKHOBEHO NpexoAeH GeHOMEH NPUAPYKEH OT APYTU KINHNY-
HI 1 NabopaTOPHM AaHHM HACOYBALLM KbM ArarHo3ara.*%*!

4.7. EHpOKPUMHHW HapyLwieHunA

MpexofHa KamepHa xunepTpodusa ce Habnopasa Npv Manku
AeLla Ha Maiikun C anabeT, faxe v cnep 4obbp fArnabeTeH KOHTpoN
no Bpeme Ha 6pemeHHOCTTa.>? Mpy Bb3pacTHN NeBOKamepHa
xunepTtpodusa (JIKX) ce cboblaBa BbB Bpb3Ka ¢ peoxpomoLu-
TOM53 11 aKpomeranus,* HO NIeYeHNETO Ha NOAeXaLloTO eHAO-
KPWHHO HapylueHre 06MKHOBEHO BOAW A0 O6paTHO pa3BuTMe
Ha xunepTpodunaTa.

4.8. JlekapcTBa

XpoHunyHaTa ynoTtpeba Ha HAKOW JIEKapCTBa, BKIOUMTENTHO aHa-
60/1HM CTepounau, TaKPONNMYC 1 XUSPOKCUXJIOPOKBYH MOXe fia
posegfe fo JIKX, Bbnpeky ye Te pAAKo BoAAT Ao 3ajebenaBaHe
Ha fleBOKamepHata cteHa =1,5 cm.>>~%
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5. [OwnarHoctuka

HwnarHoctmkata Ha XKMIT noumBa Ha OTKpPUBAHETO Ha yBennye-
Ha febenuHa Ha JIK cteHa c o6pa3eH meToA, HO GeHOTUNBT Ha
60ecTTa BKJ/IOYBa CbLLO 1M MUOKapaHa ¢pnbpo3a, Mopdonorny-
HV NPOMEHN Ha MUTPANHKA KaneH anapat, abHOpMHa MUKpPO-
UMpKynaTopHa OyHKUMA 1 eneKkTpokapamnorpadckm npomMeHmu.
Mopagn pasHoobGpa3HaTa eTnoniorna Ha Tasu 6onect, oTKpu-
BaHeTO Ha 3ajebenABaHe Ha JleBOKaMepHaTa CTeHa, KOeTo He
MoXe Aa ce 0BACHN C yCnoBMATa Ha HaTOBapBaHe Hanara cmc-
TEMHO TbPCeHe Ha noAnexatia npuynHa. NMpu MHOro naymeHTy
OVArHOCTUYHUAT npoLec BKJYBa cneuunanmsnpaHn nabopa-
TOPHW M3CNeABaHWA U NpY onpeaeneHn o6CToATeNncTBa reHeTu-
yeH aHanus (puaypa 2).

5.1. [AwnarHoCTN4YHUM Kputepun

5.1.1. Bwb3pacTHmn

Mpu 8v3pacmuu XKMI ce degpuHupa kamo 3adebesiagare Ha cme-
Hama =15 mm & eOuH unu noseve cezmeHmu Ha JIK muokapo — npu
usmepsaHec kolimo u 0a e om obpasHume memoou (exokapouo-
epagus, cepoeyeH A0peHO-MazHUMeH pe3oHaHc [cAMP] unu kom-
nromaspHa momoezpacgpus [KT]) — Koemo He Moxe 0a ce 06CHU camo
C yco8uama Ha Hamosapeaxe.

[eHeTNYHM N HereHeTUYHN 6oNecTn MoraT Aa ce NpeacTaBAT

C Mo-maJsika cTeneH Ha 3afiebensisare (13-14 mm); B Te3u cyiyyan

anarHosata XKMIT n3nckea oueHKa Ha Apyrv NpusHauu, BKIO-

ynTenHo GpammniHa aHaMHe3a, HeCbPAEYHN CUMMNTOMU U NPU3Ha-

Lu, NpoMeHN B enleKTpoKapamnorpamarta (EKT), nabopaTopHu us-

cnefBaHMA U MynTMMoOAanHa obpasHa CbpAeyHa AnarHocTuka.
YecTn AnarHOCTUYHY Npean3BMKaTencTBa ca:

- TlpepacTaBaHeTo B KbCHa dasa Ha bonecTTa ¢ AnnatrpaHa u/
W XMNMOKUHETUYHA NiABa Kamepa 1 n3TbHABaHe Ha JIK cTe-
Ha (BVvXTe pa3pen 8.2).

«  OusnonormyHa xmneptTpodura NpUUYNHEHA OT UHTEH3VBHU
CMOPTHY TPEHUPOBKM (BUXKTe pasfen 12.1).

+ [MaumeHTn c NpuAapy*asaly natonorua (BMxTe pasgen 12.2
3a XxunepToHuATa 1 pasgen 12.4 3a gnarHoctukaTa n neye-
HWETO Ha KnanHuTe 6onecTn).

«  W3onupaHa 6a3anHa centanHa xunepTpodusa Npu Hanpag-
Hana Bb3pacT (BUxKTe pasgen 12.3).

5.1.2. Jeua

KakTo npu Bb3pacTHu, anarHo3ata Ha XKMI nsnckea gebenmHa
Ha JIK cTeHa no-ronsiMa ¢ noeeve OT fBe CTaHLAPTHW OTKJIOHE-
HUS OT NpeABUAEHaTa CpefHa CTOMHOCT (z-CKop >2, a Z-CKOPbT
ce onpepena Kato 6poi CTaHJAPTHU OTKJIOHEHUA OT cpefHaTa
3a nonynaumaATa CTONHOCT).>®

KnuHnyHa [lnarHoctnyeH [eHeTNYHO
OLieHKa yepBeH ¢nar TeCTyBaHe
Pogocnosue He OnpepneneHa bonect
Mpy3HaLw ————>| NpNYMHABALLA reHHa MyTaLys
Cumromn Benean Ha CapKOMepeH MpOoTeunH
Obcbxpaa ce
EKT HacoyBaLLy reHeT4YHO win
KbM creLmdunyHa TecTyBaHe
ObpasHa Gonect? He ce ycraHoBsBa
CbpaeyHa onpepaenexa 6onect
AMarHocTIKa NPUYMHABALLA reHHa MyTaLus
Nlabopatopus Ha CapKoMepeH NpoTenH
Jif]
JlombAHATENHI He ce naervguuvpa Jla ce pasrnegar
cneLmanu3vpani Tecroge| MPY4MHa APy Bb3MOXHN
Y MYATHZVCLMNAVHADHA TeHETUYHW/HEreHeTNYHI
(1o T:1 . NpUYrHK
CneundnyHo
reHeTMYHo/Npuao6UTO
HapyLueHna

Qurypa 2:

CxemaTnuHo 0606LieHne Ha 06MYaNHKA AVArHOCTYEH NMOAXOA KbM XunepTpoduuHaTa Kapavomuonatus. 3abe-

nexku: 1. O6CbXKAAHETO UMa Ba’KHO 3HaueHue npegn n cnep TectyBaHe 3a reHeTu4yHa 6onecr. 2. I'IpM nauneHTn
nokpueawn ANarHOCTUYHNTE KPUTEPUKN 3a XKMI ce npenopbyBa reHeTUYHO TECTYBaHE, KOETO 61 fano ocHoBa-
HUe 3a reHeTUYEeH CKPUHWHT Ha TeXHUTE POAHUHN. 3. 3a NPenopbKN OTHOCHO KOHKPETHUTE n3cnenBaHnAa BUXKTE

cboTBeTHUTE pasgenu. EKI = enekTpokapgunorpama.
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5.1.3. PoaHuHn
KnuHuyHama duazHo3a XKMI1 npu poOHUHU No Nvpea JUHUA Ha
nayueHmu ¢ HedsycmucaeHa 6onecm (JIKX =15 mm) ce 6a3upa
Ha HeobAcHUMA no Opy2 HayuH 0ebenuHa Ha JIK cmeHa =13 mm e
e0uH usnu noseye JIK MuokapOHu cezmeHma, usmepeHa ¢ Koamo u
0a e om obpaszHume coepdeyHuU Memoou (exokapouozpagus, cop-
O0eyeH A0peHo-MazHUmMeH pe3oHaHc [cAMP] unu KT).

BbB pamunum c reHetmyHn dopmn Ha XKMI Hocutenute
Ha MyTauuu MoraT fa MMaT HeAnarHOCTUYHU MOPGONOTrMYHN
OTKJIOHEHUA, KOWUTO Ca CBbP3aHu NoHAKora ¢ abHopmHa EKI Ha-
xofKa. Makap ue cneyndmnyHOCTTa Ha Te3n NPOMEHMN € HUCKaA,
B KOHTEKCTa Ha pamwmnHata 6onect Te moraT fa NpeacTaBna-
BaT paHHa UM NeKka ekcnpecna Ha 6onecTTa U HanMUMeTo Ha
MHOXeCTBO NPU3HaLM yBennyaBa TOYHOCTTA Ha NpeAcKa3BaHe
B reHOTUNM3MpaHn nonynauumn.®-' Mo npuHUMn, HannuneTo
Ha BCAKO HapylleHve [Hanpumep naTonornyeH obpas npu ms-
cnefaHe ¢ [lonnep Ha MMOKapaa 1 CTperHa,’? % HenbaHoO cnc-
TOSIHO ABMXeHWe Hanpepd (SAM) nnu yabnxeHo(n) nnatHo(a) Ha
MUTpanHata Knana n abHOpPMHU nanunapu myckynu], ocobeHo
B KOM6UHauuMA ¢ natonornyHa EKI, noBuriwaBa BepoATHOCTTa 3a
605ecT Npu POAHUHNTE,>26566

5.2. AHamHe3sa u pusuMKaneH craTyc

Bb3pacTTa e eauH oT Han-BaxkHUTe GaKkTopu, KoMTo TpA6Ba Aa ce
B3emat NpeABuA, KOraTto ce 06CbXKAaT Bb3MOXHUTE MPUYMHA 33
XKMIM. Hanpumep, HacneacTBeHUTe MeTaboONUTHN HapyLleHUn
1 BpoAeHuTe AU3MOpOUYHIN CUHAPOMY Ca MHOTO NO-4YecTy Npu

Ta6nuua 3: TlMpumepu 3a NpusHaUM W CUMMTOMM Ha-
couyBaw Kbm cneynduyHa amvarHosa (no
Rapezzi et al.?’)

CumnTomn/npusHaym AnarHosa

« MuTtoxoHApUanHu 6onectu
+ Cunpgpomu Noonan/LEOPARD/Costello
- bonect Ha Danon

TpyAHo 3ayyaBaHe, 3a6aBeHO
YMCTBEHO pa3gutme

« MuToxoHapvanHu 6onectn (ocobeHo ¢ Auna-
6eT)

- Bonect Ha Anderson-Fabry

« CnHppom LEOPARD

« MutoxoHgpuantu 6onectu (petuHanHa 60-
nect, aTpodus Ha ONTUYHUA HEPB)

- CBbp3aHa cTTR amunonposa (mamykosupaeH
TUMN NOMBTHABAHUA B CTbK/IOBUAHOTO TFU'IO)

« bonect Ha Danon (MMrMeHTO3€eH PETUHWT)

- bonect Ha Anderson-Fabry (katapakTtu, no-
MDBTHABAHWA Ha KOpHeATa)

CeH30H €eBpaJiHa rnyxoTa

3puUTenHn HapylleHns

HapyueHa noxogka « Atakcus Ha Friedreich

MapecTe3nn/ceHzopHun Hapy- | - AMunongosa
WweHnsa/HeBponaTtnyHa 6onka | - bonect Ha Anderson-Fabry

« CBbp3aHa cTTR amunonposa (ocobeHo Korato

CI/IHFlpOM Ha KapnanHunAa KaHan
e [IByCTPaHeH 1 NPy MbXXKW MO Ha nauuneHTa)

« MuTtoxoHApuanHu 6onectn

- BonecTty Ha MKOreHHOTO HaTpynBaHe
« FHL1 myTauun

« Atakcus Ha Friedreich

MyckynHa cnaboct

. MVITOXOHFlpVIaJ'IHVI 6onectun
- Cnapomu Noonan/LEOPARD
« MuoToHuyHa guctpodus

MTo3a Ha Knenava

MurmeHTHM HeBYCn/neTHa

café au lait + Cungpomu Noonan/LEOPARD

AHrnokepaToma,

+ bonect Ha Anderson-Fabry
XUMOXMAPO3a

FHL1 = four and a half (4eTupwu 1 nonosuHa) LIM gomeHa 1; LEOPARD = nurmeHT-
HU HeBycK, EKT HapyweHus, o4eH XxunepTenopmsbm, NyJIMOHaAHa CTEHO3a, re-
HWUTaNHW aHOManuK, 3abaBeH pacTex M ceH3oHeBpasiHa ryxoTa; TTR = TpaH-
CTUPETUH.

HOBOPOJEHN U MeneHayeTa, OTKONIKOTO MpwW Mo-ronemn feua
WM Bb3PACTHW, AoKaTo AMBUAT Tun TTR-acoumMmpaHa amusno-
nfo03a ce cpella Hali-Beye Npu MbKe Ha Bb3pacT Hag 65 roguHu.

CbCTaBAHETO Ha POAOCIOBHO AbPBO BKJIOUBALLO TPU A0
yeTUpU NOKOJIeHNA CromMara 3a NoTBbp)KAaBaHe Ha reHeTny-
HUA NPoM3XoA Ha 6onecTTa n naeHTUdULMpPa APYrx YneHose
Ha dammnuATa, KOMTO MMaT PUCK 3a pa3BuTUe Ha GonecTTa.
CneuunduryHnTe NPU3HALM 3acnyKaBaly oTbenasBaHe BbB da-
MUJSTHaTa aHaMHe3a BKJIlYBAT BHe3arnHa CbpfeyHa CMbPT, He-

Ta6bnuuya 4: Enektpokappauorpadpckm HapyweHus Ha-
couBalM KbM cneuynduyHa AuarHosa mnu
Mop¢$OoNOrnYHN BapnaHTn®’)

Haxopaka KomeHTap

MpeekcunTaymata e yect Gener Ha Gonectn Ha
HaTpynBaHeTo (Pompe, PRKAG2 n Danon) u muto-
xoHApuanHu 6onectn (MELAS, MERFF). CkbceH PR
VHTepBan 6e3 npeekcuuTaLma ce Habniofasa npw
6onect Ha Anderson-Fabry.

CkbceH PR uHTepsan/npe-
ekcynTauma

MporpecnBHO yab/ikaBaHe Ha aTPUOBEH-
TpUKynapHaTta MpPOBOAMMOCT ce cpella
YecTo MNpV  MUTOXOHAPWANHW 6onectu,
AV 610K HAKOW 6onecT! Ha HaTpynBaHeTo (BKItO-
ynTenHo 6onect Ha Anderson-Fabry), amu-
nowposa, AeCMUHONATAW 1 NP NaLMEHTM C
myTauumn Ha PRKAG2.

ExcTpemHo ronam QRS BonTax e TMnNnyeH 3a
60necTn Ha HaTpynBaHeTo KaTto 6onecTn Ha
Pompe 1 Ha Danon, Ho moraTt fa 6baat npu-
YMHEHW 1 CamMO OT MpeeKcLuTaLma.

Ekctpemta JIKX (Ckop Ha
Sokolow >50)

Hucbk QRS BonTax Npu nvnca Ha nepukap-
[leH U3NMB, 3aT/TbCTABaHE 1 6enoapobHa 60-
nect ce cpewa pagko npv XKMI (orpaHuueH
Hucbk QRS BonTax (Unu [0 C/lyyau B KpaeH eTar Ha pasBuTue), Ho ce
HOPManHu BonTaxu, Bbnpe- | yctaHoBABa B A0 50% oT nauymeHtute ¢ AL
K yBenuueHata gebennHa amunoungosa n 20% c TTR amunongosa. [n-
Ha JIK cTena) depeHumanHata auarHosa mexay XKMI u
CbpAeyHa amunonfosa ce noarnomara ypes
n3MepBaHe Ha OTHoleHneTo mexay QRS
BONTaXu 1 gebenvHa Ha 1K cTeHa.

HabniopaBa ce npyi NaLMEHTH CbC CUHAPOM
Ha Noonan, KOUTo nMaT Texkka 6asanHa xu-
neptodua pasnpocTpaHagawa ce kbm JK
V3XOAEH TPaKT.

EKCTpeMHO OTKJ/IOHEeHune
Harope (“ceBepo3anag’) Ha
octaHa QRS

[uraHTcka HeraTMBHa UHBepcnA Ha T BbA-
WraHTcka HeraTuBHa MHBep- | HUTe B MpeKkopAvanHuTe W/WAn [JOJTHO-
cusA Ha T BbaHuTe (>10MmM) | natepanHUTe OTBEXAAHMA HAcoUYBa KbM
yyacTtue Ha JIK Bpbx.

Matonornynn Q 3u6um c MatonornyHo aAbn6okuTe Q 3b6UM B JOSTHO-
WwvipnHa 242 ms WM AbN- | natepanHUTe OTBEXAaHMA, OBUKHOBEHO C
Gouna 225% ot R3vbeua [ ooy rypya T BbJIHA, Ca CBbP3aHu C acme-
n/vnu ¢ gbnbourHa =3 mm

B MUHIMYM 8€ CbCeAHI TpuyHO pasnpegeneHune Ha JIKX. lMaTtono-
oTBeXAaHNA, C nskoyeHne | MMYHO WMpoKnTe Q 3b6UK (>40 ms) ca cBbp-

Ha aVR 3aHN CbC 30HM Ha 3aMeCTUTENTHaA ¢I/I6p0334

HAkoun nauneHTu C anvuKkanHa unu grucTanHa
xvneptpodua pasBuBaT Manku anukanHu
aHeBPU3MM, CBbP3aHUN NMOHAKOra C MMOKap-
feH umnkaTpukc. Te moraT fa ce yCTaHOBAT
cbC cbppeveH AMP, BeHTpukynorpadus
UNN KOHTpacTHa exokapauorpadua n no-
HAKOra ca cbyeTaHu ¢ ST-eneBauuA B nate-
panHuTe rpbAHN OTBEXAAHNA.

KoHkaBHa (Banb6HaTa)
eneBauus Ha ST-cermeH-
Ta B laTepanHn rpbaHn
oTBeXAaHuA

AV = aTpuoBeHTpuKynapeH; AL = nexkosepukeH amwunoung; AMP = aape-
HO-MmarHuTeH pe3oHaHc; XKMI = xuneptpoduyHa Kapauomwuonatus; JIK =
neBoKamepHa;/IKX = neBokamepHa xuneptpoodus; MELAS = MUTOXOHAPUANHA
eHuedbanommonaTua, nakTauMao3a U MHCYNTO-Nofo6HU enusonun; MERRF =
MWOK/IOHWYHA enuaencus ¢ ,napuannsen” MyckynHu BnakHa; PRKAG2 = rama-2
cybeanHULA Ha afleHO3UH MOHObOChaT-aKTUBMPaHaTa NPOTEUH KnHasa; AK =
pecHokamepHa; TTR = TpaHCTUPETHH.
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065ICHMMa CbpfleyHa HeAOCTAaTbUYHOCT, CbpAeYHa TPaHCMIaH-
TaumsA, UMMIAHTUPaH NecMenkbp 1 gedpubpunaTop n AaHHM
3a cuctemMHa 6onect (MHCYNT B paHHa Bb3pacT, C1aboCT Ha CKe-
neTHata Myckynatypa, 6bbpeuHa gucdyHkuma, anabert, ray-
XOTa U T.H.). POOOCNOBHUAT aHann3 moxe Aa onpenenu Cblo
N BEPOATHMA HauMH Ha yHacnefasaHe. [loBeYeTo reHeTUYHU
dopmun Ha XKMI1 ca aBTO3OMHO JOMUHAHTHU (esleKmpoHHA
mab6nuya 2) n No Ta3n NpUYrHa ce XxapakTepusnpar C Hannume
Ha 3acerHatv UHAUBMAW BbB BCAKO MOKOJSIEHUNE, C NpefaBaHe
OT poanTen Ha feua oT ABaTta nona (BKIIOYMNTENHO OT MbXKNU
Ha MBXKW non) n 50% puck oT npefaBaHe Ha ClefBalLLoTo Mo-
KoJsieHne. X-CBbp3aHo yHacnegaBaHe TpsAbBa Aa ce Nofo3unpa,
AKO eINHCTBEHUTE UNN HAN-TEXKO 3acerHaTute MHAMBUAN ca
OT MDBXKM NMOA U MMa NpefaBaHe caMO OT MbX Ha MbX. ABTO-
30MHO peLecnBHO YHac/leAABaHe — Hal-peaKnAT MOLeN — e Be-
poATEH, KOraTo 1 BamaTta poauTenu Ha npobaHaa He ca 3acer-
HaTW, HO NMaT KPbBHO poAcTBO. Korato 6onecTtTa ce npenasa
OT >KEHV — a He OT MbXKe — Ha JieLla OT [iBaTa nosa TpsbBa fa ce
MIMaT NpeaBua MyTauum Ha MuToxoHgpuanHata JHK.

MHoro nugnsuan ¢ XKMIT umat MUHUManHW onnakBaHuA
Ny ca 6e3cMMNTOMHW. B Te3m cnyyam gmarHosata moxe fa
6bae cnyyariHa UM B pe3ynTaT Ha CKPUHUHT. HAKow nauu-
€HTU MMAT aHrMHa, AUCMHEeA, NannUTaLnmn U CMHKON (BUXKTe
pasgen 8: OueHKa Ha cumnTomaTuMKaTa). Peguua Hecbpaeu-
HW CMMNATOMW HacoyBaT KbM creundunyHn grarHosum (mab-
auya 3).5 06wmAT GusnkaneH npernes Cblio MOXe a Aaje
ONArHOCTUYHM HacoKM npu naumeHTn cbc XKMI, cBbp3aHa
C FreHeTUYHN UNU MeTabunuTHU cuHapomu. MapagoKcanHo,
CbpAEYHO-CbAOBOTO N3CNeBaHe € YeCTO HOPMAJsHO, HO Npw
nauneHTn C NleBOKaMepHa O6CTPYKLMA HAa U3XOLHUA TPAKT
(JTKOWT, LV outflow tract obstruction, LVOTO) morat ga 6baat
naeHTUGUUMpPaHn peanua TUNUYHU NPU3HaLM, BKITIOYNTENHO
6bp30 NoKauBaHe 1 6bP30 cnafjaHe Ha apTepuanHua Nyiac u
CUCTOJIEH LWYM Ha M3TNacKBaHe Mo NieBUA CTepHaneH pbb ¢
Mpagrauna Kbm ropHaTa YyacT Ha AeCHUA CTepHaneH pbb u
Bbpxa. /IHTEH3MBHOCTTA Ha WyMa HapacTBa NpuU npunaraHe-
TO Ha NPUNOMU, KOUTO HaManAaBaT KAMEPHOTO NpeHaToBap-
BaHe MNM ciefHaToBapBaHe, KaTo M3npaBAHe OT KJIeKHano
NnoJsioXKeHne 1 onuT 3a GpopcMpaHo M3auLIBaHe Npuv 3anyLe-
HM ycTa n Hoc (npuiiom Ha Valsalva). NoBeyeTo naumeHTn ¢
JIKOUT nmat cbLwo 1 npusHaLm Ha MuTpasnHa peryprutauus.

5.3. Enektpokappauorpadus B nokon
n ambynatopHa EKT

Mpy MbpBUA Npernep Ha NaumneHTa, CTaHAapTHaTa 12-KaHanHa
EKI" moxe pga e HopmanHa (6% B KOXOPTHM MPOyYBaHWA Npu na-
LMEHTN HaCOYeHU KbM CMeLuanuncT), HO No NPUHLMN MoKa3sa
pa3nnyHa KombuHauma ot JIKX, ST-T-npoMeHn 1 NaTonornyHm
Q-BbnHW.*® MpomeHnTe B EKI, KOMTO 06MKHOBEHO OTpasABaT
APYI CbCTOAHUA, KaTO MMOKapAHa MCXeMUA Ui MHOapKT B
KoMbrHauma ¢ exokapauorpadckata Haxoaka u ¢ AMP, morat —
B CbyeTaHMe C Bb3pacTTa KbM MOMEHTa Ha AMarHoCTULMpPaHe,
Mofena Ha yHacnefisiBaHe v MpuAPY»KaBaliMTe KINHUYHN NPU3-
Hauu - Aa HacoyaT KbM noAnexaiiata AnarHosa uam aa noka-
XKaT pasnpocTpaHEeHUeTo Ha xunepTpoduaTa U MUOKaphHaTa
dunbposa (mabauya 4). Mo Ta3n NpuynHa, NPV MbPBUA Npernes
ce npenopbyBa EKIN Ha BCUYKM NHAMBMAKM C U3BECTHA UK CyC-
nexkTHa XKMT1, KoAaTo ce noBTaps, ako HaCTbNy NPOMAHA B CUMIM-
TOMaTMKaTa Npu NauyMeHTn ¢ yTouHeHa amnarHosa. EKI cbuo e
UyBCTBUTENIEH, MaKap 1 HecrneundmnyeH — paHeH mapkep Ha 6o-
necTTa npyi POAHNHM.®

YecToTaTa, Ha perucTprpaHarta no speme Ha ambynaTtop-
HO efleKTpoKapAnorpapcko MOHUTOPMpPaHe apUTMUA 3aBUCK
OT Bb3pacTTa. beacMmmMnToMHa HenpoAbIKMTENHA KamepHa
Taxukapaua (HMKT, nonsustainedventricular tachycardia,
NSVT) c uectota mexkpy 120 1 200 yaapa B muHyTa (beats per
minute, BPM), ce cpelya npu 25% oT Bb3pacTHUTe ¢ XKMI.697°
MapokcM3manHy HagkaMepHV apuTMUKM ce HabnogasaT Mo
BpemMe Ha ambynaTopHO enekTpoKapanorpadckM MOHUTO-
pupaHe B 1o 38% oT nauneHTnTe.” AMbynatopHo EKI MoHuU-
TOpupaHe ce NpenopbyBa NPU HayasHaTa KIVHUYHA OLeHKa
3a NpoBepKa Ha pucKa OT BHe3anHa CbpAeyHa CMbPT (pas-
fen 9.5: BHe3anHa cbpAeyHa CMbPT) 1 UHCYNT (pa3pen 9.4:
MpencbpaHa TaxnapuTmMna).

Mpenopbkn 3a enekTpokapanorpadus

Mpenopbkn Knac? Hugo® U3t

CraHpapTHa 12-KaHanHa enek-
Tpokapauorpadua ce npe-
nopbyBa NpW MaLUEHTU CbC
CyCrnekTHa xunepTpoduyHa
Kapavomuonatus 3a MNoAano-
MaraHe Ha fJuWarHocTukata u
oCuUrypsaBaHe Ha Koy 3a n3sa-
CHABaHe Ha moanexaljarta na-
Tonorusa.

61,67,
68

MpenopbuBa ce 48-yacoBo am-
6ynatopHo EKI' moHuTOpurpaHe
npu HayanHaTa KAMHWYHA OLeH-
Ka 3a OTKpMBaHe Ha NpefCbpAHN
N KaMepHW apuTMnN.

69-73

@ Knac Ha npenopbkuTe.

HvBO Ha JOKa3aTeNCTBEHOCT.
€ N3TOUHMK(UM) NoAKPenALWM NpenopbKuTe.
EKI = enektpokapanorpadcko.

5.4. Exokapauorpadun

Exokapaunorpadusata nrpae rnaBHa pona B AMarHoctmkarta
n HabnogeHneto npu XKMI. Mpy noseyeTo nauneHTN Xu-
neptpodurATa 3acAra NpeAnMHO MeXAyKamepHua cenTym B
6a3anHuTe JIK cerMeHTr, HO YeCTo Cce pa3nNpPoCTPaHABa KbM
natepanHata cTeHa, 3agHua centym u JIK Bpbx.”* Tl KaTo
yBenunueHata gebenmHa Ha KamepHaTa CTeHa MOXe fa uma
BCAKAKBa JIoKanm3auua (BKNOYMTENHO AACHaTa Kamepa), Ha-
NIMYNETO, Pa3NpPOCTPAHEHMETO 1 TeXecTTa Ha xuneptpodusa-
Ta TpA6Ba fa 6bAaT LOKYMEHTMpPAHM C MoMoLLTa Ha CTaHAap-
TU3UPaH NPOTOKON Ha M306pa3sABaHe Ha HanpeyHo ceyeHune
B HAKOMNKO npoeKumnun. NpaBUIHOTO opreHTUpaHe 1 ycrnope-
AHOCTTa Ha Nbya Ha OPTOTrOHaNHUTE PaBHWHU MMA OCHOBHO
3HaueHMe 3a n3bAreaHe Ha KOCK Cpe3oBe N CbOTBETHO Haf-
LeHABaHe Ha AebennHaTa Ha cTeHaTa. MIamepBaHeTo Ha febe-
nuHata Ha JIK cTeHa TpAbBa aa ce npaBu B Teneanactona, 3a
npegnouynTaHe B KbCo-0CeBU NpoeKkynn. M-mof nsamepsaHua
B MapacTepHafiHa AbJiro-oceBa npoekuusa TpAbsa Mo Bb3-
MOXHOCT fla ce n36Areat c uen fa ce n3berHe HagueHABaHe
Ha cenTanHata gebenunHa nopapmn Kocu cpesose. Mpu Bcnu-
Kn obpasHu meToamKkn TpsAabBa fa ce cna3Ba CTaHAapTM3MpPaH
noAaxofi Ha MMOKapAHa cerMeHTaumna n HomeHknaTypa.”
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5.4.1. OueHkKa Ha gebennHaTa Ha NeBOKamepHaTa
CTeHa

Pennua exokapaunorpadcky nokasaTenu ciny»aT 3a NonyKonu-
yecTBeHa oueHKa Ha JIKX, Ho eANHCTBEHUAT HaN-NoAXoAsAL, Na-
paMeTbp 3a ANArHOCTUYHU LENN € MakcManHaTa febenvHa Ha
JIK cTeHa Ha BCAKO paBHULLe.

lpu nayuenmu ¢ uzsecmua unu cycnekmua XKMIT ocHosHO
3Ha4yeHuUe umMa usmepsaHemo Ha ecuyku JIK ceemeHmu om ocHo8ga-
ma 00 8vpxd, KOemo 2apaHmupa pe2ucmpayusa Ha oebesuHama
Ha cmeHama Ha MUMpasnHo, CPeOHOKYXUHHO U AnUKAIHO HUBO.

ToUYHOTO U3MepBaHe Ha febennHaTa Ha JIK cteHa Mmoxe fia ce
OKake TPYAHO, KoraTo xunepTpoduaTa e orpaHnYeHa o eanH
UNnu fBa cermeHTa, oco6eHo o NpefHo-naTepasHaTa CTeHa nnn
JIK Bpbx.7#7¢-8% B Te3u cnyyam no Bpeme Ha obpasHaTa AmarHo-
CTUKa TpA6GBa Aa ce B3emaT AOMbJHUTENTHU MePKU (Hanp. aHry-
nlaymA Ha TpaHchlocepa 3a n3bareaHe Ha Npobnemy CBbp3aHK
C naTepanHaTa pe3onouMa U ckbcsaBaHe). MpeunsHo n3obpa-
3ABaHe Ha Bbpxa OT MapacTepHasiHa W MHOXXECTBO arnunkanHu
npoeKuny € HeobXOANMO CbLLO TaKa 3a OTKPUBAHE Ha anuKkasn-
Ha XKMI. AKo fafieH cerMeHT He ce n3obpassBa [OCTaTbyHO,
TpA6Ba Aa ce 06cban JIK KOHTpacTMpaHe € yNTpas3ByKOBU KOHT-
pacTHu cpeacTBa n/unm cbe cAMPE!

5.4.2. CbuyeTaHM aHOMaNMM Ha MUTPaJsIHaTa Knana
N neBOKaMepHMNA N3XOAEH TPaKT

MpubnnsntenHo egHa TpeTa oT NaymMeHTuTe nmat SAM Ha nnat-
HaTa Ha MMUTpanHaTa Knana B NOKoW, KoeTo BoAn A0 06CTPYyKLMsA
Ha JIK u3xofieH TpakT, [OKaTo Apyra TPeTMHa MMaT flaTeHTHa 06-
CTPYKUWMA — Camo Mpu NpunaraHe Ha NpUnomm, KOUTo NPOMEHAT
ycnosuATa Ha JIK HaToBapBaHe 1 KOHTpakTUnmTeT (BMxKTe 5.4.3:
OueHKa Ha nateHTHaTa o6cTpyKUmaA).82-% Npyru mopdonornyxm
npu3Haun, kouto gonpuHacat 3a JIKOUT BknouBaT aHOManum
Ha nanunapHuTe MycKynu (xuneptpodus, n3mecTBaHe Hanpen
1 HaBbTPe, ANPEKTHA MHCEPLMA KbM NPEAHOTO MUTPAsHO Knan-
HO MNaTHO) U aHOMaNUM Ha MUTPasHaTa Knana, Kato efnoHrayms
unn po6aBbUHa TbKaH.”38-° Bbnpekn ve gruHammyHata JIKOAT
e Tunun4yHa 3a naumeHTn ¢ XKMIT, TA ce cpelya 1 npu 4pyrn CbCto-
AHWA, KaTo KanuMHO3a Ha 3afiHaTa YacT Ha MUTPasHUA NPbCTEH,
XVNEPTOHUSA, XMMOBOSIEMUA Y XUMEPKOHTPAKTUIIHN CbCTOAHMA.

JIKOUT o0brKkHOBEHO ce onpepensa Kato usmepeH ¢ [lonnep
eJHOMOMEHTEH MWKOB FPafVeHT Ha HanAraHeTo B WU3XOA4HUA
TpakT =30 mm Hg B nokon unm npu ¢p13nMonormyHmn npoBokKa-
Uunu, KaTo Npuinom Ha Bancanea, n3npaBeHO NooXeHne 1 HaTo-
BapBaHe. lpagneHT =50 mm Hg 06MKHOBEHO ce cumTa 3a npar,
npu konto JIKOUT ctaBa xeMoaMHAMNYHO 3HaYMMa. ToBa CxBa-
LLlaHe naBa oT NPOYYBaHUA, KOUTO AEMOHCTPUPAT NPOrPecnBHO
3aTpyAHeHVe Ha KPbBOTOKA Haf Ta3n CTOMHOCT.”®

BaxHo e, kocamo ce ycmaHosu epadueHm 8 JIK KyxuHa, no cuc-
memeH Ha4uH 0a ce U3K/o4U 06CMpPyKUUA, KOAMO He e C8bP3aHa
coc SAM, kamo Hanpumep cybaopmHa membpaHa, aHoManuu Ha
naamHama Ha MumpaaHmMa Kaana u cpedHoOKyXUHHa obcmpyk-
yus, ocobeHo Koeamo ce NJIaHUpa UHmMepeeHYuUA 3a obsiek4agaHe
Ha JIK o6cmpykyusa Ha U3X0OHUA Mpakm.

CnctemHata aymsmepHa (2D) n Doppler exokapguorpa-
durAa 0O6MKHOBEHO € JoCTaTbyHa 3a onpefensHe Ha MexaHU3Ma
n TexectTa Ha JIKOUT, HO KoraTto HenHBa3VBHUTE obpasu ca
fiowwu, Npu M3bpaHn NaLMeHT MoXKe Aa ce 06CbaN U3MepBaHe
Ha HanAaraHuATa ¢ TpaHce3odareanHa exokapaunorpadua (TEE,
transoesophageal echocardiography, TOE) unu upes nHeasmsHm
n3MepBaHua B KOMO6UHauma cbc cAMP.

C/CTONHOTO ABUXKEHME Hanpep Ha M TpasiHaTa Knarna npou-
TV BUHAry BOAW A0 HEBB3MOXHOCT 3a HOpMaJiHa KoanTauma Ha

nnaTHaTa ¥ MUTPasHa peryprutaums, KoATo ce OCbLLecTBABa TW-
MMYHO B CpeAaTa [0 Kpas Ha CUCTosaTa 1 nMa JONTHO-NlaTepanHa
NocoKa; onpeaensHeTo Ha CKOPOCTTa M MOMEHTA Ha MosiBa Ha
CUCTONHUA OXKET cromMara 3a gudepeHumpaHeTo My oT Typby-
neHuyuute B JIK n3xopeH tpakT. CBbp3aHaTa cbCc SAM mutpanHa
peryprutaumus e ¢ AMHaAMUYHO ecTeCTBO M TeXeCTTa U Bapupa
cnopep cteneHTa Ha JIKOUT.789192

Hanuduemo Ha MumpanHa pezypeumayus ¢ yeHmpaneH uau
HacoveH Hanped dxxem mpsa68a 0a Nopoou CoMHeHuUe 3d borecm
Ha camama MumpasHa Ksanda u 0a 0osede npu Hyxod 0o donvJi-
HUMeJsiHa oueHka ¢ TEE.

5.4.3. OueHKa Ha naTeHTHaTa 06CTpyKLNA
NaenTndurkaumnsaTa Ha JIKOUT e BaxkHa 3a fieyeHne Ha CMMNTOMa-
TUKaTa M OLlEeHKA Ha p1CKa OT BHE3arHa CbpAeyHa CMbpT (BUXKTE
pa3gen 9.5: BHe3anHa cbpaeyHa cMbpT). Mpy BCUYKKU NaLMeHTn
ce npenopbyBa 2D n Doppler exokapaunorpadua no Bpeme Ha
npo6ata Ha Valsalva B cepgALio 1 nosynerHano nonoxeHve — a
cnep TOBa, aKo He e NPOBOKMPaH rPagMeHT — B U3MNPABEHO NO-
noxkeHune (purypa 3).78% PaboTHa cTec-exokappuorpadua ce
npenopbyYBa NPU CUMATOMHU NMaUUEHTU, KOraTo CTaHZapTHATa
npoBoKauua He ycnee ga nHayumpa JIKOUT =50 mm Hg. Qap-
MaKoJIorMyHa NpoBoKaLma ¢ LOOyTaM1H He ce NpenopbyBa, Tbi
KaTo He e dM3MOoNornYHa 1N NOHAKOra He ce NoHacs fobpe oT na-
umneHTa. CoLLOTO Ce OTHACA U 38 HATPATUTE, KOMTO HE BBH3NPOK3-
BeXAaT UHAYLMPaHNTE NPU HaTOBapBaHe rpagneHTy n Tpabaa
[a 6baaT 3ana3eHy 3a NaueHTn, KOUTO He ca B CbCTOAHME [a U3-
MbJIHABAT Npoueypu cBbp3aHu ¢ drsnonornyen ctpec.® Mima
HAKOW AaHHK, Ye NOCTNPaHAMANIHUTE rPASVNEHTM Ca NO-BUCOKM
OT Te3u, KOUTO Ce YCTaHOBABAT Ha MMafHo, a NPeABapUTENTHOTO
neyeHune ¢ B-6nokepy YeCTo HamanABaT YecToTaTa U TeXecTTa
Ha NPOBOKMpPaHNTe Npu G13NYeCKO HaTOBApPBAHE rPagNeHTN B
JIK n3xopeH TpakT.”” Toil KaTo fJaHHMTE CPaBHABALLM CTPEC-EXO0-
Kapauorpadcknte npoTokonn?*9-28 ca OTHOCUTENHO OCKbAHM,
nabopatopunte Tps6Ba Aa pa3paboTAT cO6CTBEHM MPOTOKONIMN
1 fa ocurypaTt nobpo obyyeHmne No NpoBeXAaHeTo UM.

Mpn 6e3CUMNTOMHU MaUWEHTU CTAHZAPTHUTE MNPOBOKa-
LMOHHW NPpUIAOMM Ca MONE3HUN 3a PUCKOBa cTpaTudmKayma (Bu-
XTe pasgen 9.5: BHe3anHa cbpaeyHa CMbPT), HO PyTUHHATa pa-
60THa cTpec-exokapavorpadus B Ta3u cMTyaunsa He e oLleHeHa
NPOCNeKTUBHO 1 TPAOBa Aa ce Ma NpeaBug CaMo Npu n36paHu
naumneHTU, KOraTo HaJIMuMeTo Ha rpagneHT Ha JIKOUT 6u nmano
oTpa)keHne BbpXy NPenopbKMTe 3a HAUMH Ha KUBOT U PeLleHN-
ATa 32 MEAIKaMEeHTO3HO JleyeHune.

5.4.4. JleBonpeacbppHa aunarayma

NaBoTo npepcbpave (1M, left atrium, LA) yecTo e yronemeHo n
pa3mepuTe My JaBaT Ba)KHa MPOrHOCTMYHa nHbopmauma.’>3%°
Bbnpeku ye noseuyeto My6NMKyBaHW NPOy4YBaHWA W3MNON3BaT
npegHo-3agHua JIMN grnameTbp, MMa cbobLieHne ¢ okono 100 na-
LIMeHTU, NPY KOETO € 13MOoN3BaHa CPaBHUTENHA OL|EHKA Ha OTHe-
CEHVA KbM TesiecHaTa noBbpxHocT JIM 06em.'°"%2 MpuyrHaTa 3a
JIN punatauma e MHorodpakTopHa, HO Hal-4ecTUTe MeEXaHN3MM
ca cBbp3aHa cbc SAM MuTpanHa peryprutayma 1 NOBULWEHN Ha-
naraHua Ha JIK nbnHeHe.

5.4.5. OueHkKa Ha guactonHata GyHKUMA

MauyueHTrTe ¢ XKMI yecTo nmat aractonHa ANCPyHKLMS, @ OTUNr-
TaHeToO Ha HanAraHuATa Ha JIK mbnHeHe nomara 3a npeueHKa Ha
CUMMTOMATUKaTa 1 onpefensiHe Ha cTaavs Ha 6onectTa. Jonnep
exoKaparorpadckmTe napameTpy ca YyBCTBUTENEH MoKa3aTen 3a
AnacTonHa GyHKUKS, HO Ce BIUAAT OT YCJIOBUATA Ha MbJIHEHE, Cbp-
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2D n lonnep exokapauorpadus B noKoii,
npu Valsalva n B u3npaBeHo nonoxexue

l

MakcimanHa npoBoKMpaHa n1KoBa
JIKOWUT =50 mm Hg

l

MakcmanHa npoBokupaHa n1koBa
JIKOUT <50 mm Hg

: I

BuxTe Touka 9.1.

*
JleyeHve Ha neBOKaMepHata bescmnTomHa

O6CprKL|VIH Ha U3XOAHWA TPaKT

MoBTOpHa exokapanorpadus
BEAHbX roAuILHOY 1 year

|

CumnTomHa

PaboTHa cTpec-exokapavorpadus

! )

MakcumanHa npoBokupaHa
nukosa JIKOUT >50 mm Hg

MakcimanHa npoBokypaHa
nnkosa JIKOUT <50 mm Hg

l l

Buxte Touka 9.1.
JleyeHne Ha neBokamepHaTta
06CTPYKLNA Ha U3XOFHIA TPAKT

MenvkameHTO3Ha Tepanis
(BMXTE TOUKA 9.
JleyeHne Ha CUMMTOMITE 11 YCTIOXKHEHMATA)

Ha XMBOT 1 pelleHnATa OTHOCHO MeIKaMEeHTO3HOTO SieYeHmne.

* paboTHa exokapauorpadus Moxe Aa ce 06CbAN NPV OTAENHY MALMEHTH, KOraTo HanMYMeTo Ha rpagueHT Ha JIKUT (LVOT) uma 3HaueHme 3a CbBETIUTE OTHOCHO HaunHa

Qurypa 3:

[eyHaTa YecToTa 1 Bb3pacTTa, a M He CbLLECTBYBA efiNH-eAMHCTBEH
exokaparorpadCcky napameTbp, KOMTO MOXe [1a Ce 13M0JI3Ba KaTo
OTNMUUTEeH AnarHocTudeH 6ener 3a JIK grnactonHa ancdyHkuma.'®
Mo Ta3n NprnunHa, KaTo YacT OT PyTUHHOTO uscneasaHe npy XKM
ce npenopbyBa KOMIMIEKCHA OLieHKa Ha AnacTonHata GyHKuuA,
BKJIIOYBaLLA M300pa3saBaHe Ha MyoKappa ¢ [lornnep, CKOpOCT Ha
KPbBOTOKa B 6enoapobHMTe BEHW, CUCTOIHO HansAraHe B 6eno-
Apo6HaTa aptepua n JIM pasmepn.® MaymeHTUTe C PeCcTpuKTU-
BeH mogen Ha JIK nbiHeHe [0THOLWEHME Ha MMKOBAaTa CKOPOCT Ha
paHHO MbiiHeHe (E) KbM NMKoBaTa CKOPOCT Ha KbCHO MbJiHeHe (A)
npes3 MMTpanHaTa Knana >2; Bpeme Ha fieuenepaums Ha E-BbnHa-
Ta <150 ms] Hail-yecTo ca C NO-rofiAM PUCK OT HebneronpuaTeH
KIIMHWYEH U3X0d, [OPV M MPpW 3ana3eHa mM3TnackBawa ¢pakums
(N®, ejection fraction, EF)."**'% laHHWTe 3a CbNOCTaBMMOCT MEXAY
MoslyyeHnTe Bb3 OCHOBA Ha 0bpasHoTO [JonnepoBo u3cneaBaHe
Ha M1OKapAa HerHBa3uBHM HanAraHnA Ha JIK nbiHeHe 1 nHBa3mB-
HaTa MaHOMeTPUA ca NPoTMBOpeunBmn,106 HO HAKOM NPOYYBaHNA
MoKa3Bar, Ye NMOBYLLEHOTO OTHOLLEHME MEXIY PaHHaTa CKOPOCTTa
Ha TpaHCMUTPaHO MbsiHeHe (E) 1 paHHaTa CKOPOCT Ha MUTPANHKSA
npbcTeH (e) >12-15 kopenupa ¢ TeneguactonHoTo JIK HanAraHe,
pPaboTHUS KanaumTeT 1 NporHo3sara.'?’1%

5.4.6. CucrtonHa pyHKuMA

PapmnanHata KoHTpakTunHa oyHKkuma (OU wnnn dpakumsa Ha
CKbCABaHE) B TUMUYHMA Clyyall € HopMasiHa Wiu yBenuyeHa
npwv nauymeHtn ¢ XKMI. ®U obaue e HeToueH nokaszaten 3a JIK
cucTonHa GyHKLMA Npu Hanuume Ha xuneptpodua.® Hagnbx-
HUTE CKOPOCTHU U AedOpMaLVOHHU MUOKAapAHW Mapamert-

MpoToKon 3a oLieHKa 1 leYeHne Ha fieBoKaMepHaTa 06CTPYKUMA Ha n3xoaHNa TpakT (JIKOUT).

pun (CTperH 1 CKOPOCT Ha CTpenHa) noayyeHn ¢ [onnep wnau
Jspeckle tracking” TexHukn 3a n3obpassBaHe Ha MMoOKapaa ca
YyecTo HamarneHy, Bbnpekn HopmanHata MO n morat ga 6baat
MaTofIorMYHO MPOMEHEHN MNpean Pa3BUTUETO Ha XUMNepTpo-
¢dus Ha cbpaeyHaTa CTeHa NpuY reHeTUYHO 3acerHaTy POAHVHN.
HapnbxHaTa MroKapaHa gedpopmaums e TUMUYHO HamaneHa B
MecTaTa Ha xunepTpodus.'®

5.4.7. 3HaueHue Ha exoKapauorpadusaTa
3a gandepeHunanHaTa guarHosa

Pennua enektpokapauorpadckn 6enesu morat fga HacouaT
KbM crieurduyHa grarHosa (tabnuua 5). KoHueHTpryHaTa xu-
neptpodusi e no-yecta Npy MeTabonUTHU 1N VHPUNTPATUBHN
6onectn, a AByKamepHaTa Xxuneptpoous n obCTpyKuMUATa Ha
M3XO[HUS KPbBOTOK Ha [iBETE Kamepu e yecTa Npu CUHAPOM
Ha Noonan n nopo6HU HapyuweHus. bene3n HacouBaly KbM
MUOKapAHW 6ONEeCTU Ha HaTPYNBAHETO WM MHOUNTpauMA ca
CBeTella UM 3bPHUCTA CTPYKTYPa, MalbK NepuxkapieH 13nus,
3apebensBaHe Ha MeXAynpeACbpAHUA CENTyM, HOAYNapHO
3apebensBaHe Ha aopTHaTa Knana v neko HamaneHa N® ¢ pec-
TPUKTVBHA dr3unonorus.

5.4.8. KoHTpacTHa exokapavorpa¢ms

AnukanHata xuneptpodus moxe Aa 6bae nponycHata, nopagu
apTed)aKTm B CbceacTso. JlowaTta Bu3yannsaunAa Ha naTtepasnHata
JIK cTeHa moKe CbLLo Aa ckpue nokanHaTa xuneptpodus. B cny-
yal Ha CbMHEHMe Tpﬂ6Ba [a ce n3nonseat MHTPaBEHO3HW yNTpas-
BYKOBO-KOHTPACTHU CpeaCTBa 3a O4YepTaBaHe Ha eH,qOKapna.81
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Tabnuuya 5: Exokapauorpadcku npusHauu HacouBaLiu
KbM cneuyndpuyHm etuonorum (no Rapezzi
et al.®”)

Haxopka Cneundnynm 6onecru,
KouTo Tpa6Ba Aa ce UMaT npeasng

3apgebensBaHe Ha

MeXAynpeacbpaHaTa Amunongosa
nperpaga
i;’:gzsenﬂBaHe Ha AV Amunnongosa; bonect Ha Anderson-Fabry

Amunounposa,  MuoKapauT,  6onect  Ha
Anderson-Fabry, cuHgpom Ha Noonan n cpog-
Hu 6onecTn

3apgebensBaHe Ha
cBobopHaTa cTeHa Ha [K

Manbk go ymepeH

AMUNONZ03a, MUOKAPANT
neprKapaeH nsnue

KamepeH mnokapa c Bug
Ha MaToBO CTbKo Npu 2D | Amunounposa
exokapavorpadus

Bonectn Ha rMMKoreHHoTo HaTpynBaHe,
6onect Ha Anderson-Fabry, PRKAG2
MyTaumm

KoHueHTpuryuHa JIKX

EKCTpeMHa KOHLEHTPNYHa

Bonect Ha Danon, 6onect Ha Pompe
JIKX (me6enunHa =30 mm) B

MuToxoHapuanHa 6onecT, cebp3aHa ¢ TTR
mo6anHa JIK xunoknHesnsa | amunouposa, PRKAG2 myTauuu, 6onect Ha

(c unn 6e3 JIK aunatayumn) Danon, MrokapawnT, HanpefHana capkomepHa
XKMI, 6onect Ha Anderson-Fabry

[MlecHokamepHa
06CTPYKLUMA Ha U3XOAHNA CuHppom Ha Noonan 1 cpofiHU 6onecTn
TPaKT

2D = pByusamepHa; AV = aTpuoBeHTpuKynapHu; KMIM = xuneptpoduuHa Kap-
nuomuonatua; JIK = nesokamepHa; JIKX = nesokamepHa xuneptpodus;
PRKAG2 = rama-2 cybeaunHuLa Ha aleHO3UH MOHOdOoCchaT-aKTUBMpaHaTa Npo-
TeuH K1Hasa; K = aacHa kamepa; TTR = TpaHCTUPETUH.

Mpu 8cuyku nayueHmMu Noonexauju Ha CcenmasHa aKoXosHa
abnayus (CAA, septal alcohol ablation, SAA) ce npenopwsysa KOHM-
pacmsa exokapouozpagus 3a onpedeniaHe Ha NPAsUTHOMO MAC-
mo Ha npusoxeHue Ha askoxona (BUxTe pasgen 9.1.3.2: Centan-
Ha ankoxosiHa abnayma).'"-13

5.4.9. TpaHcesodareanHa exokapauorpadpus

TpaHcTOpaKanHa exokapanorpadpusa Tpabsa fa ce nma npeg-
BUA NPW NAaUNEHTH C NIOW TpaHCTOpaKaneH exorpadcku npo-
30pel, KaTo anTepHaTMBa Uan gonbiHeHne Kbm cAMP. Ta e

MpenopbKn 3a TpaHCcTOpaKanHa exokapauorpadcka
oLeHKa npu xunepTpopuyHa KapamommonaTums

Mpenopbkn Knac® Huso nsT

Mpwn Bcnmukm nauneHTn ¢ XKMI
3a Haua/sHa OLeHKa ce nperno-
pbuBa 2D n [lonnep exokapamn-
orpadua B Nokon 1 Ha poHa Ha

72-74,
76,78,

MpenopbuBa ce Noapo6Ha oLeH-
ka Ha JIK gnactonHa ¢yHKums,
BK/lOUMTENHO nyncoB [onnep
Ha BXOAAWMWA KPbBBOTOK npe3
MUTpasiHaTa Kfana, CKopocTun Ha
HVBO MUTPASIEH NPbBCTEH C TbKa-
HeH [lonnep, cKOpOCTW Ha Kpb-
BOTOKa B 6eniogpo6HMTE BeHW,
CUCTONHO HansaraHe B 6enofpo6-
HaTa apTepua 1 M3MepBaHe Ha
pa3mepuTe n obema Ha M.

Mpyv CUMNTOMHM MaUUEHTU C
€[JHOMOMEHTEH MUKOB rpagneHT
npes JIK n3xoaeH TpakT B NOKOW
nnn npv nposokauuad <50 mm
Hg ce npenopbusa 2D n lonnep
exokapguorpadua no Bpeme
Ha HaToBapBaHe B W3MNpPaBeHO,
cepAlWo uan nonynexato no-
JIOXKeHVe Ha TANIOTO 3a OTKPUBaA-
He Ha npoBoKupauwa ce JIKOUT
(LVOTO) n nHpyumpalia ce npu
ycunue MuTpanHa perypruta-
unA.

Mpy 6€3CMMNTOMHMN NALNEHTUN C
e[IHOMOMEHTEH MNKOB rpagneHT
npes JIK n3xoaeH TpakT B NOKOW
unu npw nposokauuad <50 mm
Hg moxe pa ce o6cban 2D u
[lonnep exokapauorpadua no
BpeMe Ha HaToBapBaHe B M3npa-
BEHO, cefALLO NN Nonynexalio
NoNoXeHNe Ha TANOTO, KOraTto
HanMuneTo Ha rpagmeHT Ha JTIKO-
WT nma 3HauyeHme 3a CbBeTUTE,
KouTO LWe 6baaT AafeHn, OTHOC-
HO HauMHa Ha XMBOT U peLLeHmn-
ATa MO OTHOLUEeHWe Ha MeAuKa-
MEHTO3HOTO JleueHme.

Mpun naumeHT cbe cybonTrma-
nieH obpa3s mnn CcbC CycrnekTHa
anukanHa JIK xvneptpodusa nnu
aHeBpur3Ma TpsA6Ba Aa ce 06Ccbamn
TTE c KoHTpacTupaHe Ha JIK Ky-
XVHa — C MomoLyTa Ha BellecTBa
3a KOHTpacTHa exoKapauorpa-
dua — KaTo anTepHaTMBa Ha 06-
pasHaTta uarHocTrka CbC Cbp-
neyeH AMP.

KoHTpacTHa  MHTpakopoHapHa
exokapguorpadus ce
npenopbuBa npu BCUYKN
nauneHTn nopnoxeHm Ha CAA,
3a fa ce Oocurypu npasuiHoO

JIOKanmsnpaHe Ha askoxona.

103-105

84, 85,
93,94

84, 85,
93,94

81

1m-13

@ Knac Ha npenopbKuTe.

HuBO Ha loKa3aTeNnCcTBEHOCT.

npuinomun Ha Valsalva B cepawo
VAN TONYNIEXalo MONOXeHNe,
a cnep ToBa — ako He e MpoBo-
KNpaH rpagvieHT — B N3MpPaBeHo
nonoxexue.

[penopbyBa ce M3MepBaHe Ha
MaKc/MasHaTta fuactonHa aebe-
JIVHA Ha CTeHaTa C MomoLlTa Ha
2D B KbCO-0CEBU NPOEKLNN BbB
BCUYKM JIK cermeHTn — oT OCHO-
BaTa Ao Bbpxa.

82,83,
99,
119-121

74-80

€ VI3TOYHMK (LK) NOAKPENALLM NPeNopbKUTe.

MpoBokauua ¢ npuiiomu Ha Bancansa, 3npaBeHo NONOXeHWe UK nepopa-
JIeH HUTpaT.
2D = pBymsamepHa; AIMP = appeHo-marHuTeH pe3oHaHc; JIMN = nAaBo npeacbpave;
JIK = neBokamepHa; JIKOUT (LVOTO) = neBokamepHa O6CTPYKLMA Ha U3XOAHMA
TpaKT (left ventricular outflow tract obstruction); CAA = centanHa ankoxosHa abna-
uus; TTE = TpaHCTOpaKanHa exokapanorpadus.

ocobeHo nosesHa nNpu nauymeHTn ¢ JIKOUT ¢ HeAceH MexaHu-
3bM, 3a OLleHKa Ha MUTPanHUA KnaneH anapat npegu centan-
Ha peAyKUMOHHa npoueaypa 1 KoraTo ce Mofosmpa TexkKa
MUTpafHa peryprutauma npuyvHeHa oT Gonect Ha camaTa
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knana."*'" Mpu nayveHTn NOANOXKEHM Ha CcenTasHa MUOTO-
MuA TpsbBa Aa ce n3non3ea nepuonepaTtusHa TEE 3a Hacou-
BaHe Ha XMpypruyHaTa cTpaTerma 1 3a OTKpMBaHe Ha X1pyp-
FTMYHW YCNOXHEHNA (AedeKT Ha MeXAyKaMepHUA centym u
aopTHa peryprutauua (AP, aortic regurgitation, AR) n ocra-
TbyHa JIKOUT."'¢-1"® Panko ce Hanara TEE ¢ MHTPAKOpOHapHO
VNHXXeKTMpaHe Ha KOHTpacT B HabenA3aHaTa cenTanHa nep-
dopaHTHa apTepmA 3a HacoYBaHe Ha cenTasHaTa aJIkoXosHa
abnauwua, KoraTo TpaHCTOpPaKanHMAT NPo3opeL, € HeloCTaTb-
YeH 3a BM3yanu3npaHe Ha KOHTpacTa B M1OKapaa.

MpenopbKn 3a TpaHcesodareanHa exokapauorpadpua

Mpenopbkn Knac® | Huso NsT

MepuronepatneHa TEE ce npeno-
pbyBa Npu NauMeHTy nognexa-
WK Ha cenTajiHa MMEKTOMMA 3a
noTebX/JaBaHe Ha MexaHW3Mu-
Te Ha JIKOUT c uen HanpaBnaBa-
He Ha XMpypruyHaTta cTparterus,
3a OLleHKa Ha CneaxupypruyHu-
Te YCNIOXKHEHUA 1 3a OTKpUBaHe
Ha ocTtaTbyHa JIK obcTpykuuma
Ha N3XOHNA TPaKT.

114-118

TEE TpsbBa ga ce obcban npwu
nauveHTn ¢ JIKOUT, ako mexaHu-
3MBT € HesICeH UM 3a NpeLeHKa
Ha MUTpanHUA KnaneH anapat
npeav pepyuupaiia centanaHa
npoueaypa Uam Korato ce nopo-
3Upa TexKa MUTpanHa perypru-
TaumA NpuyMHEeHa oT naTonorus
Ha camaTa Knana.

14-117

TEE ¢ MHTpPakopoHapHO WHXe-
KTVMpaHe Ha KOHTpacT B Hapo-
YeHaTa cenTanHa nepdopaHTHa
apTepua TpAbBa Aa ce obcban
3a HanpaBnABaHe Ha cenTanHa-
Ta anKoxonHa abnauus, Korato
TpaHCTOpakanHWTe  Npo3opum
ca HepoCTaTbyHU 3a Jobpa Bu-
3yanu3auma Ha exoKoHTpacTa B
MUoKapaa.

122

@ Knac Ha npenopbKkuTe.

HuBO Ha JlOKa3aTeNCTBEHOCT.
€ N3TOUHMK(UM) NoAKpenALM NpenopbKuTe.

MpoBoKauma c npuitommn Ha Bancansa, n3npaBeHo NoNoXeHWe UK nepopa-
NIeH HATpaT.
2D = pByu3smepHa; AMP = agpeHo-marHuTeH pesoHaHc; JIMN = nAaBo npefcbpavie;
JIK = neBokamepHa; JIKOUT (LVOTO) = neBokamepHa OO6CTPYKLMA Ha U3XOAHWA
TpakT (left ventricular outflow tract obstruction); CAA = cenTanHa ankoxosnHa abna-
uwis; TTE = TpaHCTOpaKasHa exokapanorpadus.

5.5. CbppeyHO-CbAOB AAPEHO-MarHuTeH
pe30oHaHC

CbpLeyHO-CbAOBMAT AQPEHO-MarHUTeH pe3oHaHc obxBalla
HAKONKO MeTofa, KOUTO OCUrypABaT AeTaiiHa nHpopmauma
3a cbpheyHata mopdonorua, kKamepHata ¢yHKUMA 1 ocobe-
HOCTUTE Ha MMOKapAHaTa TbKaH.”? OueHkaTa CbC Cbpaeuy-
HO-CBHLOB AAPEHO-MarHUTeH Pe30HaHC MpW MauueHTU C n3-
BeCcTHa mnu cycrnektHa XKMI tpAbea ga 6bae cbobpaseHa
c nocnenHuTe npenopbku Ha ESC (http://www.escardio.org/
communities/EACVI) n Tpabsa Aa ce U3BbPLWN U UHTEpPNpeTyn-

Pa OT eKunun C ekcnepTnsa B 06pa3HaTa AVarHoCTUKa Ha Cbp-
LeTO N B OL€HKATa Ha MMOKapaHUTe 6onecTu.

5.5.1. OueHKaHaKamepHaTaMopdonorusa i GyHKLNA
lMpu HayanHama ouyeHka Ha nayueHmu ¢ XKMI mpsa6ea da ce
uma npedsud cAMP, ako nokanaHume pecypcu u ekchepmusa 20
noseonagam.

Mpn nauymeHTN ¢ fo6BP exokapamorpadpckm obpas cbp-
aeyHunat AMP paBa cbuamepuma MHPOpMaLMA 3a Kamep-
HaTa GyHKUMA 1 mopdonorus,'*'?> Ho Npu NaumeHTn c now
aKyCTU4YeH npo3opeLl Wav nola BU3yannsauma Ha OTAENHU
CEermMeHTU — Hanpumep nNpegHo-naTepanHata cteHa, JIK Bpbx
M OACHaTa Kamepa — nojgnomara nocTtaBAHeTO Ha juarHo3arta
XKMM.'26127 Mopgo6bHo Ha 2D exokapaunorpadusTa, pebennHa-
Ta Ha cTeHaTa Moxe Aa 6bAe HajLeHeHa NMpu Kocu cpe3ose
(oco6eHo Ha JIK Bpbx) niav npu BKOUBAHE HA NapacenTanHmu
CTPYKTYpU, KaTo mofepatopeH 6aHA nnv ob6aBbyHu Xopau.
HapueHaBaHe Ha gebenvHaTta Ha cTeHaTa e Bb3MOXHO 1 Mpu
norpelwHa exorpadcka perncrpauusa Ha rpagueHTa n B Tesn
cnyyaun ce npepnouynTaTt CepUnHN KUHO-obpasun B pasButre
npu HeEPaBHOBECHO CbCTosAHME (steady-state free precession,
SSFP). O6pa3HaTta gnarHoCcTMKa cbC cbphedeH AMP e no-go-
6po cpeAcTBO 3a U3MepBaHe Ha JIK Maca oT TpaHCcTopakanHa-
Ta exokapguorpadua (TTE), Ho camata JIK maca noka3Ba cna-
6a Kopenauua c MakcMmanHaTa fgebennHa Ha cTeHaTa U Moxe
fa 6bhe HOpManHa MpU MauUeHTN ¢ HecumeTpuyHa XKMI,
0cobeHO KoraTo T4 3acAra no-manko ot Aasa JIK cermeHTa.'?#128
Copaeunmat AMP e no-go6bp meTon 3a OTKpUBAHE Ha Bbp-
XOBa U npefHo-natepanHa JIK xuneptpodua, aHeBpruamn'> n
Tpom6un'™ ot ctaHgapTHaTa 2D exokapauorpadpusa n mma no-
roffiMa 4yBCTBUTENIHOCT 3a TPYAHO AONOBUMUTE MPOABU Ha
6onecTTa, KATO MMOKapPAHU KPUMTK 1 aHOManMmM Ha nanunap-
HUTE MYCKYNU, NPU NaLMeHTN C reHHY MyTalumn Ha capkomep-
HW NPOTENHN.31-133

3a onpepenaHe Ha NMKoBaTa CTOMHOCT Ha KPbBOTOKa B
N3XOAHMA TPAKT Ha NABaTa Kamepa npu nayveHTtn ¢ JIKOUT
MOXe [la ce M3nonsea KapTupaHe (mapping) Ha ¢da3oBoTO
[OBUXXEHMe Ha BbJIHATa, HO NPABUIHOTO HaMMpPaHe Ha ycno-
pefHa Ha KPbBOTOKA paBHMHa 3a ia Ce M3Mepy Hall-BMCoKaTa
CKOPOCT OTHEMa MHOFO BPeME 1 € CBbP3aHO C YeCTU FpeLLKu.
HeeaHakBOTO fABMXKEHME Ha BbJIHUTE BBTPE B CamUTe BOKCe-
v n 3arybaTta Ha curHan nopagu $a3oBu OTKIOHEHMWA CbLyo
3aTpyAHABa TOYHAaTa KONMYyeCcTBEeHa OLeHKa Ha TypbOyneHTHMA
KPbBOTOK 1 3aTOBa rpafMeHTbT B n3xoaHUs JIK TpakT moxe
na 6baaT usmepeH camo B Nokoi. Mo Ta3m npuumnHa Jonnep
exokapauorpaduaTa octaBa MeTof Ha n360p 3a onpegensaHe
Ha JIKOUT. Cowo Taka, Makap 4e B pbLeTe Ha ONUTHU crnewlna-
nmctn $pasoBo-KoHTpacTHUAT cAMP (PC-CMR) paBaT cusiiHO
BbH3MPOMN3BOANMMU M TOUHW laHHU 33 CKOPOCTTa Ha BXOAALMA
KPbBOTOK Npe3 MuTpanHaTta Knana v KpbBoToKa B 6enoapo6-
HUTe BEHW, exoKapauorpaduaTa e npepnoymTaH meTop 3a
oLeHKa Ha AamactonHata GyHKLUMA B pyTUHHATA NpakTuka.'’

B n3bpaHu cnyyam c HeonTMmaneH exokapauorpadpckm
o6pas, cAMP e B nomoLy Ha npegonepaTMBHOTO NiaHUpaHe
npu XMpypruyHa mmektommsa, ocobeHo npu nauymeHtn c JIK
06CTpyKUMA Ha noBeye oT egHO HUBO (JIK n3xoaeH TpaKT u
cpepaTa Ha KyxuHaTa) ¥ pu nauMeHTy C aHOManunm Ha fecHo-
kamepHua (OK, right ventricular, RV) nsxogeH tpakt. Cbpaeu-
HUAT AMP MoXe Aa onpefenn KONMYeCTBEHO Y TbKaHHaTa He-
Kpo3a MHAYyLMpaHa OT cenTafiHa ankoxosiHa abnayua, KakTo
1 fa noKanusmpa umMkaTpusaumaTta u perpecusTa Ha JIK maca
cnep npouegypa.+13
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5.5.2. MwvokappHa ¢pubposa
MpenBua NPUCHIWMTE Ha Pa3INYHWTE TbKAHU MarHUTHWU CBOW-
CTBa 1 pa3npepeneHneTo Ha rafoSIMHUN-CbAbPKALLOTO KOH-
TpacTHo BelecTBo, CAMP mMoxe Aa ce n3non3Ba 3a AnMarHoCTMKa
Ha eKcnaH3uATa Ha MMOKAPAHUA UHTEPCTULMYM B pe3ynTaT Ha
$unbpo3a. KbcHo rafonmHneBo KoHTpactupae (late gadolinium
enhancement, LGE) ce yctaHoBABa npu 65% (gnana3oH 33-84%)
OT NaLUMeHTHTe 1 TO e pa3npeAeneHo Mo TUMMUYEH HauMH KpbKo-
BWAHO B CpefiaTa Ha CTeHaTa B 30HUTE Ha XnepTpodua 1 B npea-
HaTa ¥ 3ajiHaTa UHCEPLMOHHU TouKM Ha [K.*¢ KbcHoTo ragonu-
HMEBO KOHTpacTMpaHe e HeobMyalHO 3a HexunepTpodUUHUTE
CermeHTU, OCBEH B HanpefHasn CTaauii Ha 60necTTa, KoraTo 4ecTo
ce Hamupa paBHoMepHo LGE B cbyeTaHue C U3TbHABaHE Ha Cbp-
[leyHaTa cTeHa.*® KbCHOTO rafjofivHNEBO KOHTPACTMpaHe MOXe
[a ce AbIIKN Ha MOBULLEHA PUTMAHOCT Ha M1MOKapAa 1 NaTosiorny-
Ho JIK pemogennpaHe, a cteneHTa Ha LGE e cBbp3aHa C no-yectu
pervoHanHn HapyLleHWA Ha CbKPaTMOCTTa Ha CbpfieyHaTa cTe-
Ha. KbCHOTO ralonMH1eBo KOHTpacTMpaHe Bapmpa 3HauNTeIHO B
3aBUCKMOCT OT M3MOJI3BaHMA METOZ 3a KOMYeCcTBeHa OLeHKa, a
MeTOABbT M3MO0N3BaLY 2 CTaHAAPTHY OTKJIOHEHWA € eAUHCTBEHUAT
NOTBBPAEH CMNPAMO NaToaHaTOMUYHATa Haxonka meTtoa.'>”
OueHkaTta Ha LGE npegw uHBa3uBHO nevyeHue Ha JIKOUT
MO>Ke Ala Ce OKarke nonesHa 3a n3bopa Ha Ha-nogxoaslla Tepa-
nuA, Tbil KaTo NMOKa3Ba CTeneHTa Ha cenTanHa Gprbposa (BUXKTe
pa3gen 9.1).

5.5.3. KbcHO ragonnHneBO KOHTpacTupaHe
1 nporHosa

OTHoweHwneTo Mexay LGE n gbnrocpoyHma nsxog e uscnep-
BaHO B LWeCT NpoyyYBaHuA,*#'*3 yeTnpmn oT KOMTO ca BKIIOUEHN B
MeTa-aHanm3 (esiekmpoHHa mabnuya 4).'** Bcuku nybnmnkyBsaHm
NpOoyuYBaHWA Ca OrpaHNYEHN OT HapyLLIEeHWA B cenekymaTa u Ha-
COYBAHETO, HEMbJIHA OLleHKa Ha PYCKa 1 Pas3fnKy B NPOTOKONN-
Te Ha CKeHMpaHe 1 KonnyecTBeHa oLeHKa Ha LGE. O6o6weHuTe
JaHHU NOTBBbPXKAaBaT Bpb3ka mexay LGE n cbpaeyHo-cbaoBa-
Ta CMBbPTHOCT, CMbPTHOCTTa OT CbpAeYHa HeAOCTAaTbYHOCT U
obLaTta CMbPTHOCT, HO NOKa3BaT €AUHCTBEHO TeHAEHUMA KbM
no-euck puck ot BCC (SCD).** CobLyecTByBa Bpb3Ka MeXAy KbC-
HOTO rafonMHNEBO KoHTpacTupaHe u HIKT (NSVT) npu Holter
MOHUTOPUpPaHe.'#0142

B 3aknioyeHue, cmenenma Ha LGE npu cAMP uma uzeecmHo
3HayeHue 3a NpedcKa3saHe Ha CoPOeYHO-CbA0BAMA CMBPMHOCM,
HO me3u 0aHHU He nomgwpx0asam nosza om LGE 3a npedckazea-
He Ha pucka om BCC.

5.5.4. OwndepeHunanHa gnuarHosa
CbpAeYHUAT AAPEHO-MarH1TeH pPe3oHaHC PAAKO pasno3HaBa
npuunHnTe 3a XKMI camo no TexHnTe MarHUTHU CBOMCTBA, HO
pasnpocTpaHeHNeTOo 1 TeXeCTTa Ha MHTePCTULManHaTa eKcrnaH-
31A Moxe Mo nofpasbupaHe Aa Hacoum KbMm creundmnyHa ava-
rHosa. bonecrtra Ha

Anderson-Fabry ce xapakTepusupa c HamaneHue Ha He-
KOHTpacTHMA T1 curHan U Hanuume Ha nocTepo-naTepanHo
LGE.*>"¢ Mpn cbppeyHa amunonposa ce Hamvpa yecto rnoban-
HO cybeHAoKapAHO unu cermeHTHo LGE v Bucoko-cneynduryeH
MoZen Ha rafloNIHEeBa KMHETMKa B M1OKapa U KpbBHUTE fena
, KOWTO Ce ObJIKM Ha CXOLHV MUOKapAHW 1 KpbBHM T1 curHa-
.2 OTcbeTBMETO Ha Grbpo3a MoXKe la MOMOrHe 3a pasrpa-
H1yaBaHe Ha XKMIT oT ¢pusmonornyHata agantaumsa npu crop-
TncTW, Ho LGE moxe pa otcbeTBa npu nuua ¢ XKMI, ocobeHo
MnaanTe 1 Tesn ¢ neka popma Ha 3abonaBaHeTo.

MpenopbKM 3a OLleHKa CbC CbPAEYHO-CbAA0B AAPEHO-
MarHUTeH pe3OoHaHC npu xunepTpoduyHa Kapamo-
MuonaTuma

Mpenopbkn

MNpenopbuBa ce n3cneasaHmATa
cbe cAMP pa 6bAaT HanpaseHu
1 UHTEPNPETMPaHKN OT ONUTEH B
ob6nacTTa Ha obpasHaTa cbpaey-
Ha AMarHoOCTMKa 1 OueHKaTa Ha
MUOKapAHUTe 6onecTy eknn.

148, 149

Mpy nunca Ha NpoTMBOMOKa3a-
HVA MPU NauMeHTn CbC Cycnek-
uma 3a XKMI1, kouto HAMAT fo-
6bp exorpadckm nposopel, ce
npenopbusa cAMP ¢ LGE c uen
noTBbpPXKaBaHe Ha AnarHosara.

126, 127

Mpu nunca Ha NpoTMBOMOKa3a-
HVA NPU NAUMEHTU MOKPUBALLM
AMArHoCTUYHNTE  KpUTepun 3a
XKMI Tps6Ba ga ce o6Ccbau
cAMP c LGE c yen oueHKa Ha Cbp-
[leyHaTa aHaTomus, KamepHata
bYHKLMA 1 33 Hannume 1 obxeat
Ha MrnokapgHaTa ¢prbposa.

124,126,
127,130,
136,
138-143

Mpy NaumeHTM CbC CycrneKkTHa
anvikanHa xuneptpodusa unu
aHeBpu3Ma TpsAbBa fa ce 06Cban
obpa3Ha gnarHocTuka cbe cAMP
c LGE.

127,129

Mpn naumeHTn CbcC CycnekTHa
cbppeyHa amunougosa Tpsbsa
fa ce o6cban obpasHa AmarHo-
cTuKa cbe cAMP ¢ LGE.

22,147

CbppeyeH AMP c LGE moxe pa ce
06Cban nNpean cenTasiHa anko-
XOJIHa abnauvsa uim MUEeKTOMMsA
C Lies1 OLleHKa Ha CTeMeHTa 1 pas-
NPOCTPAHEHNETO Ha XUNEPTPO-
¢dunATa 1 MmokapaHaTa ¢pubposa.

150, 151

@ Knac Ha npenopbKuTe.

HvBO Ha fOKa3aTeNCTBEHOCT.
€ N3TOUHNK(UM) NofAKpensaWm NpenopbKuTe.
AMP (cAMP) = AppeHo-mMarHWTeH pe3oHaHc (cbppedeH AMP); XKMIM = xunep-
TpoduuHa Kapprommonatus; LGE = KbCHO KOHTpacTupaHe ¢ raponvHui (late
gadolinium enhancement).

5.6. HykneapHa o6pasHa guarHocTnka
M KOMNIOTbpPHa Tomorpadus

HykneapHaTta ob6pa3Ha AMarHocTuKa, BKIOUYUTENIHO NO3UTPOH-
eMnCUOoHHaTa Tomorpadua (positron emission tomography,
PET) e n3non3saHa 3a n3MepBaHe Ha MMOKAPAHMA KPBBOTOK 1
3a OTKpMBaHe Ha MUOKapAHU nepdy3noHHN aedeKTn npu na-
umeHTn ¢ XKMI1, Ho cTorHOoCTTa U 3a gnarHocTnkaTta Ha XKMI
€ orpaHunyeHa.”” ' OCHOBHUWAT K/IMHNYEH NPYHOC Ha HyKieap-
HaTa AMarHOCTMKa e OTKpMBaHeTo Ha TTR-acounnpaHa cbheyHa
ammnonao3a. TPaHCTUPETUHDBT € CUHTE3MpPaH B YepHUs Apob
TeTpamepeH MNyasmeH TPaHCMOPTEH NMPOTENH U NMPeKYpPCcopeH
NPOTENH NPY CEHWMHA CUCTEMHA aMunonao3a u ¢ammnHa TTR-
acoummpaHa ammnongo3a.”*’ Hakonko npoyysaHnA Nokasgar,
ye nsBnieyeHuTe ot TTR dpMbpunn npmeanYaT KOCTHM M30TOMNMU,
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no-crneunanHo 99mTexHeumnin-3,3-gudocdoHo-1,2-nponaHo-an-
KapboKcunHa KnucenvHa (99mTc-DPD), fokaTto B cbpuaTa Ha na-
uneHTn ¢ XKMIT npuymHeHa OT reHH MyTaLm Ha CapKOMEpPHM
NPOTeNHN He ce HabnogaBa HaTpynBaHe Ha TakMBa M30TOMMW.
Mo Ta3m npuymHa, Npu NaumeHTn C Bb3amoxkHa TTR-amunongo-
3a (Bb3pacT >65 rogMHM, aHaMHe3a 3a BYCTPaHEH CMHAPOM Ha
KapnasiHua KaHan, n1nca Ha pammnHa aHamHesa 3a XKMI n cbB-
MeCTVMM CbC CbpAeYHa amuionaosa AaHHm ot EKI v obpasHaTa
AMarHoCTMKa Ha cbpueTo) TpAbBa Aa ce 06CbAM KOCTHa CLIUHTU-
rpadua (3a npegnoynTaHe ¢ 99mTc-DPD).1%6-158

BucokaTa KOHTpacTHa pasfenntesiHa CNocobHOCT Ha KT
(CT) ocurypsaBa ACHO oyepTaBaHe Ha MMUOKapAa M TOYHO U3-
MepBaHe Ha JebennHaTa Ha CTeHaTa, KaMepHuTe obemu, 13-
Tnackeawata dpakuma n JIK maca, kouto Kopenupat gobpe
C JaHHWTEe OT AAPEHO-MarHUTHNA PEe30HAHC, exoKapanorpa-
durATa 1M cuHxpoHusmMpaHata (gated) SPECT.*® CbppeuHo-
cbpoBata KT no3eonisABa egHOBpeMeHHO K306pa3aBaHe Ha
KOPOHapHUTe apTepun 1 Knanute 1 Moxke fia ce 13Nnon3ga 3a
HacouyBaHe NMpu KaTeTbpHa abnauus Ha HagkamepHa apwut-
MunA.* [JaHHUTe OT XapaKTePUCTUKUTE Ha MUOKApAHATa Tb-
KaH B ManKky KOXOPTU NOACKa3BaT, ye KoHTpacTHaTa KT moxe
[a 6bae nonesHa 3a OTKpPMBaHe Ha 3aMecTUTeNIHa MMOKapa-
Ha $nbpo3a, HO ca HeobXoAMMYN AOMBIHUTENIHN MPOYYBa-
HUA.'1%%1%" CopaeyHa KT TpsbBa fa ce 06CbAM NPY NaLuUEHTM C
HefoCTaTbYyHO MHPOPMATUBHA exoKapanorpama n NnpoTuBo-
nokasaHusa 3a cAMP."*°

5.7. EHpaomunokKappHa 6uoncus

MHOro oT reHeTUYHMTE N HereHeTMYHUTe NpuunHKM 3a XKMI
MNMaT XapaKTepeH XMCToNornyeH obpas, Ho anarHozata XKMMN
€ K/IMHMYHa 1 pasumnTa npean BCMUYKO Ha HEMHBA3MBHM n3cnes-
BaHMA. Tbil KaTo NoAnexallaTa eTnoiorna Moxe 0OMKHOBEHO
[la ce Onpeaeny C NOMOLUTA Ha KNTMHMYHA OLeHKa, POAOCIOBEH
aHanuM3, HemHBasMBHA ob6pa3Ha AMArHOCTUKA, nabopaTopHu
n3cnefBaHNA N MONEKYJIeH reHeTUYeH aHanus, eH4OMMNOKapA-
HaTa 6roncua He e YacT OT PYTUHHMA ANArHOCTMYEH npoLec,
HO MOXe fa 6bae 06CbAeHa NPY KMMHUYHU CLLeHapun, Korato
cnep cneuvannsvpaHun n3cneBaHma ce Nogo3rpa M1MokKapaHa
UHGMNTPaLMA K HaTpynBaHe (BKIOUMTENHO 6uoncua Ha no-
NOCTBMHY TbKaHwK).'62163

5.8. JlabopaTtopHu nscnepBaHus

PyTvHHWTe nabopaTopHU n3cneaBaHUA Nomarat 3a OTKpMBaHe
Ha HeCbpAeUYHU CbCTOAHMSA, KOUTO NPUUYNHABAT UK 3aAbli6oYa-
BaT KamepHaTa AncdyHKLMA (Hanpumep TpeongHa 6onect, 6b-
6peyHa anchyHKUMA 1 3axapeH AnabdeT) n Ha BTOPMYHA OpraHHa
AnchYHKLUMA NpU NauMeHTn C TexKa CbpheyHa HeloCTaTbu-
HOCT. BrcoknTe CTOMHOCTM Ha MO3bYeH HaTpuypeTuyeH nen-
1A (brain natriuretic peptide, BNP),'* N-TepmunHaneH mo3byeH
HaTpuypeTtnuyeH nponentug (N-terminal pro-brain natriuretic
peptide, NT-proBNP)'®* 1 BUCOKO-UyBCTBUTENEH CbPAEYEH TPO-
noHuH (high sensitivity cardiac troponin T, hs-cTnT) ca cBbp3aHu
CbC CbPHAEYHO-CBAOBM CbOUTWA, CbpAeYHA HeAoCTaTbUHOCT
1 cmbpT. Mpun cpaBHUMa febenMHa Ha KamepHaTa CTeHa, nnas-
MeHuTe cTonHocTn Ha BNP ca Tpn go neT nbT No-BUCOKM Npu
MauMeHTN CbC CbpAeYHa aMUIIoMAo3a CNpPAMO Tesn Npu Apyru
npuumHm 3a XKMM. Cnncbk ¢ npenopbyBaHMTe NabopaTopHM
n3cnedBaHNA e NokasaH B mabsuya 6.

MbpBOHAYaNHUAT NabopaTopeH CKPUMHUF MpU feua e no-
[06eH Ha To3y Npu Bb3pacTHU U TPAGBa fa BKIOYBA KPbBHA

KapTWHa, MioKo3a, CbpAeyYHN eH3nMKn (eraTI/IH KWHa3a, acnap-
TaT aMMHOTpch¢epa3a, aJlaHNH aMVIHOTpchd)epasa, JlaKTaT

Mpenopbkn 3a eHaOMUOKapAHa 6uoncus

Mpenopbkn Knac? Hugo® 3T

EHfomroKapfHa 6roncua moxe
fa ce 06Ccban, KoraTo pesynrtatu-
Te OT APYrN KAUHWYHWU n3cnep-
BaHMA HACOYBAT KbM MUOKapaHa b 162,
MHGMNTPaUWA, Bb3NaneHme um 163
HaTpynBaHe, KOUTO He MoraT
fa 6baaT NoTBbPAEHU C ApYrU
cpeacTsa.

@ Knac Ha npenopbKuTe.
b Hugo Ha [l0Ka3aTeNCTBEHOCT.
€ VI3TOYHMK(LM) NOAKPENALLM NPENopbKUTE.

AexvAporeHasa), nscnefBaHma Ha 6bbpeyHata 1 yepHofpobHa-
Ta yHKUMA, pH, enekTponuTn 1 nukoyHa KncenuHa. Cnep cne-
LmanusnpaHaTa oLeHKa 4ecTo ca Heo6XoAMMM AOMbAHUTENHN
n3cnenBaHnA, BKIIOYATESIHO M3MepBaHe Ha nakTaT, nupysart,
aMOHSK, KeTOHW, CBOOGOAHV MaCTHW KUCENMHW, KapHWUTWMHOB
npodw, opraHNYHY KNCENNHW B yPUHATa N aMUHOKMCENNHM.

6. leHeTW4YHO TecTyBaHe N cemeeH
CKPUHWHT

B MHO3uHCTBOTO OT ciyyante XKMI ce yHacneasBsa no aBTo30M-
HO AOMWHAHTEH HauuMH ¢ 50% puUck oT NpeaaBaHe Ha geuara.>
Hsakou cnyuyam ce obscHaBaT ¢ de novo MyTaumu, HO OYEBUAHO
MoraT [la Bb3HVKHAT CMOPaAUYHM Cilydan, nopaan HembsiHa ne-
HEeTPaHTHOCT NPV AafeH PoAauTen 1 No-psafKo no aBTO30MHO
peuecmBeH MbT Ha yHacneasasaHe. [pu nauneHTV NoKprBay
AMarHocTnyHuTe Kputepum 3a XKMI nocnepoBatenHocTTa Ha
reHuTe 3a CApKOMEpPHU NPOTENHN naeHTUdMLMPa NPUINHABA-
wa 6onectTa MyTauma B go 60% ot ciyyante.>* '’ BeposaTHOCTTa
3a OTKPMBaHe Ha Kay3asnHa MyTaLus e Hall-B1coKa Npu nauunex-
T ¢ bamunHa 6onect u Hali-HUCKa NPY NO-Bb3PACTHN NaLNeHTH
N UHOMBUAN C HeKnacmueckn benesu.

Ta6bnuuya 6: lMpenopbuyBaHu nabopaTopHu uscnepsa-
HUA NPV Bb3PacTHN NaLMEHTU C XUNEePTPO-
dunuHa kKapanommnonaTuna

CumnTomn/npusHaum BAnarxHosa

« AHeMUATa MPOBOKMPa rpbAHa bonka n Anc-
nHes v TpA6Ba fa 6bhe M3K/UYEeHa BUHAru
KOraTto nma npomMAHa H cMumnTomMaTumKaTta.

Xemornobux

« BvbpeuHata ¢yHKUMA Moxe fa 6Gbae Hapy-
WeHa NpU NaUneHTN C TEXKO HapylueHa ne-
BOKamepHa ¢yHKuUuA. Hapywena GFR v npo-
TenHypua moraT fa 6baaT ycTaHOBEHU npu
amunonfosa, 6onect Ha Anderson-Fabry u
mutoxoHgpuantm JHK 6onectu.

BbbpeuHa pyHKUMA

+YepHOapOoGHUTE M3CRefBaHUA moraT  fAa
6'bﬂaT naToNnorn4yHn  npu  MMUTOXOHApwWan-
HW Gonectn, 6onectT Ha U HapylWweHWA Ha
B-okcnpayuaTa.

YepHoapoOHM TpaHC-
aMuHaszn

KpeatuH pocpoknHaza « Atakcus Ha Friedreich
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+ Hucka (<10% oT HopManHuTe CTOMHOCTY) UNn
HeaoNnoBMMa nja3mMeHa uam neBKOUWUTHa an-
¢da-ranakTosmnpasa A ce yctaHossABa npw na-

MnasmeHa/neBKOUMTHA an-| yuenTi o MbXKI Non ¢ 6onect Ha Anderson-

da-ranaktosngasa A (npu| Fabry.®

MbXe Ha Bb3pacT >30 ro- |- MnasmeHUTe N NEBKOUUTHUTE EH3UMHU CTON-

AVHN) HOCTW Ca YecTo B HOPManHU rpaHuuv npu

3acerHaTty XXeHu 1 No Tasn NpuYnHa Npn Knu-

HWYHa CycneKkLmA Moxe Aa ce o6Ccban reHe-

TUYHO TeCTyBaHe.

CepymeH Hanus 3a cBo- - Tpab6Ba aa ce 06CbAM, ako OT aHaMHe3aTa 1
600HN NEKOBEPWXKHU NMY- | HenHBasueHuTe U3CnenBaHVA UMa CbMHEHME
HOrNOGYNVHY, CepyMHa W | 3a amuionaosa. MoTBbpXKAaBaHETO Ha Aua-
YPVHHa MMyHODUKCaLMA 1 | rHO3aTa OGMKHOBEHO Hanara XuCTONOrMueH

enekTpodopesa Ha ypuHa | 2HaM3.

+ Moxe fa 6bfe MoBuWEHA NPY HAKOU MUTO-
xoHapwvanHu IHK 6onectn

» Moxe fa 6bae HycKa npy 6onecT Ha MacTHUTe
KUCENVHN 1 KapHUTUHOBa 6onecT.

[nioKo3a Ha rmagHo

« [MoBuwweHNTe NNa3mMeHn CToMHOCTM Ha BNP,
Mo3bueH HaTpuypetuueH | NT-proBNP u TponoHuH T ca cBbp3aHu ¢ no-
nenTua v TPOMOHUH T BULIEH PUCK OT CbPAEYHO-CHAOBU CbOUTYUA,
CbpfleyHa HeAoCTaTbUYHOCT U CMBPT.

- TpaA6Ba ga 6bAat HanpaseHy Npv nocTa-
M3negBaHua Ha Tupeoud-| BAHe Ha AuarHosaTta M KOHTPOAMPaHU
HaTa GyHKuuA Ha 6 MeceLla Mpy MaLMeHTU IeKyBaHu C
aMNOAAPOH.

«MoBuweH npu HAKON NayneHTn ¢ MUTO-

Mna3meH nakrtat
XOHApUanHu 6onectu.

@ Mcespo-AedUUUT MOKe Aa ce HaBAIAABA NPU HAKOW FreHETUUHN BapUaHTK,
KaTo D313Y.16¢

BNP = mo3bueH HaTpuypeTuyeH nentug (brain natriuretic peptide); HK = pe-
30KcMprbOHyKNerHoBa KucenuHa; GFR = rnomepynHa ¢untpaums (glomerular
filtration rate); NT-proBNP = TepMuHaneH Mo3byeH HaTpuypeTuyeH nponen-
Tug (N-terminal pro brain natriuretic peptide).

6.1. KoHcynTupaHe Ha npo6aHan

[eHemuyHa KOHCYIMAYUs Ce NPeNoPvYBA NPU 8CUYKU NAYUEHMU,
koeamo XKMI He moxe 0a 6v0e 065cHeHa eOUHCMBEHO C HezeHe-
Mmuy4Ha npuyuHa.'s®

KOHch'ITaLll/IFlTa TpFl6Ba Aa ce n3BbpLln ot o6yqul/| cneyna-
JINCTU yYacTBalwn B MyNTUANCUNMJIMHAPHW €KMW, 3a Aa MOXe
nauneHTunTe Aa pa36epaT N ce CnpaBAT C NCUXONOornvyecknTe,
coywnanHumte, I'IpOd)eCI/IOHaHHVITe, €TNYHNTE N NpaBHUTE nocnen-

I1penop'bK|/| 3a reHeTn4yHa KOHcynTayma

Mpenopbkn Knac® Huso 7E3y

[eHeTUYHa KOHCynTauma ce npe-
nopbyBa NpPW BCUYKM MALWEHTU
¢ XKMI, korato 6onecTtra um He
MOXe Aa 6bhe o6sicCHEeHa efuiH-
CTBEHO C HereHeTMYHa NPUYNHa,
He3aBMCMMO OT TOBa Aanu e ce
NPUIOXN KIIMHUYHO WNW TFeHe-
TUYHO TecTyBaHe 3a CKPMHUT Ha
yneHoBeTe Ha CeMeNCcTBOTO.

169-173

[eHeTnyHaTa KOHCynTaums Tpsa6-
Ba Aa 6bfe HanmpaBeHa OT Mpo-
decnmoHanucTn cbC cneumanHa
NnoAroToBKa B Ta3u o6nact pabo-
Tewy B MyNTUAUCUMNAVHAPEH
TVM OT CreLUanucTm.

lla 168-173

@ Knac Ha npenopbKkuTe.

HuBO Ha floKa3aTencTBeHOCT.
€ N3TOUHMK(UM) NoAKpPenALn NpenopbKuTe.
XKMIM = xuneptpoduryHa KapgmommonaTums.

CTBYA OT reHeTUYHaTa 6onect.'*-"7* KoHcynTtaumsaTa ynecHssa u
CbbUpaHeTo Ha MHPOPMaLMA OT APYTN YIEHOBE Ha CEMENCTBO-
TO, BKJIIOUMTENHO CbPAEYHUN N HECHPAEYHV CUMMTOMU 1 ayTom-
CMOHHW AOKMaaWn, KOUTO MOraT [la ce U3Mos3BaT 3a CbCTaBsiHe
Ha Nofpob6HO cemelHO pofocsioBrie. POAOCNOBHUAT aHanm3
rnomara 3a onpefesnsHe Ha BEpOATHOCTTa 3a ¢pamusiHa 6onecr,
BEPOATHUA HaUMH Ha yHacneAsaBaHe U [aBa HACOKM 3a nogJe-
XauwaTa etronorna.”’ MocneacTemATa OT MONOKUTENHMA TecT
3a NauveHTa 1 HeroBmTe POAHUHY TPABBa Ja 6bAaT 06ACHEHH,
a Ha nayueHTa TpsAbBa Aa ce Aafe MHPOPMALMA 3a NALUEHTCKN
rpynu 3a nofgnomaraHe u Apyrv M3TOYHULM HA MHPOpMaLMS,
BK/OUMTENHO 0f06peHN yebcaiiToBe.

6.2. MeToan Ha MoneKyneH reHeTNUYeH
CKPWHUWHT Npu npo6aHan

KoHBeHUMOHanHaTa reHeT!YHa npakTuka U3nonsBa pogocso-
BEH aHaNn3 U KNMHUYHA NPeLeHKa, 3a ia HacouM MOMeKyTHOTO
TecTyBaHe KbM Haii-BepoATHaTa AuarHosa. Hoeu Brcokonpo-
nBoautenHn cekseHumpawm (high-throughput sequencing,
HTS) TexHOnorun, cnocobHM fa aHanu3mpaT Lenu eK3oMu Ha
LieHaTa M C TOYHOCTTa Ha KOHBEHLMOHANIHNTE CEeKBeHLMpaLm
MeToAM, MpeanaraT anTepHaTMBEH MOAXOA, MPU KOWTO He ce
NpaBAT NpeABapuUTENHA NPEANONOXKEHUA 3a NpUYMHaTa Ha 60-
nectrta.”*'7> CKpUHWHIBT Ha ronAam 6poi reHn obauye BoAW [0
NaeHTUPMKaLMA Ha MHOTO pefik/ Hee AHO3HAYHV FreHeTUYHU Ba-
PUaHTU C HesICHO 3HayeHne.”> 77 EQUH KOMNPOMMCEH Nnoaxop e
aHanM3bT Ha NpefgedrHUPaH nNaket oT cBbp3aHu ¢ XKMI reHu ¢
nomouyta Ha HTS, Ho Nnon3aTta B CpaBHEeHWe C 4pyru cTpaTerum ce
Hy>K[jae OT NoTBbpPKAaBaHe."”

He3aBncrmo oT m3non3BaHaTa ceKBeHUMpalla MeToAMKa,
reHeTUYHMAT aHanu3 TpAGBa Aa BKJIIOYBA HaN-4eCcTo yyacTBa-
LMTe reHn Ha capkoMepHuTe NpoTenHu (puzypa 1; elekmpoHHa
ma6auya 2). NMpu naumeHTn, KOMTO MMaT NPU3HALM HacoYBaLLyM
KbM CneyndryHn peakn reHeTuyHn 6onectn (BrxTe pasgen 5),
TpAOBa fia ce HanpaBu paLroHaNHO TbPCeHe Ha NaToreHHN my-
TauMun B ApYru reHn. Bcuukn mMyTauMoHHM aHanu3u TpsAabsa Aa
6bAaT cbobpaszeHy C oOLWUTE NPYHLUMNN HA FTEHETUYHOTO TeCTy-
BaHe, a MarHOCTMYHNTe TecToBe TpA6GBa Aa 6bAaT npoBeaeHn
oT cepTdULMpaHy nabopaTopu C NOMOLLTa Ha YTBbPAEHN Me-
TOAM Ha reHeTUYEH aHanm3 1 perncTpayma.’®-173

6.3. [lokasaHuA 3a reHeTUYHO TeCcTyBaHe
npu npob6aHan

PaboTHaTa rpyna ocb3HaBa, Ye reHeTUYHOTO TeCTyBaHe e npe-
AM3BUKaTENCTBO 3@ HAKOM CUCTEMY Ha 34paBeorna3BaHe C orpa-
HUYeHN pecypcn. Bbnpekn ToBa, nuaeHTudrKaymaTa Ha npuym-
HABALLM MyTaLmn ynecHABa NpeACMMNTOMHaTa ANAarHOCTMKA Ha
uneHoseTe Ha baMunuATa, KNMHUYHOTO HaboaeHVe 1 penpo-
AYKTUBHATa KOHCYNTaums.

Mo masu npu4uHa, 2eHeMuyHO mecmyedHe ce NPenopsysa
npu nayueHmMu nokpusawu OudzHOCMUYHUMe Kpumepuu 3a
XKMI ¢ yen ussspwisaHe Ha KackadeH 2eHemuy4eH CKpUHUH2 Ha
pOaHUHUme UM.24,175,1787180

JluncaTa Ha conupHM AaHHK 3a cneundryHK acoumauny re-
HOTUN-bEeHOTMN 03HayaBa, Ye BAVNAHMETO Ha FreHEeTUYHOTO Te-
CTyBaHe BbpXy KIIMHUYHOTO NOoBefleHre ce CBeXXAa Hall-Beue 10
HAKOW OT pepKuTe reHeTUYHN npunumHn 3a XKMI. KnuHuyHaTa
CTOMHOCT Ha reHeTMYHOTO TecTyBaHe HamansBa, KoraTto HAma
HaJIMYHN POAHVIHU NO MbPBa JINHUA UM Te He XKenanaT a yyacT-
BaT B CKPUHUHT 3a 6onecTTa.
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[eHeTNYHO TeCTyBaHe NPV UHAMBUAM C NPOTMBOPEYMBA K-
HWYHa AnarHosa (Hanp. CNopTUCTY U XUNepToHMLM) TpA6Ba Aa ce
M3BBbPLUM CaMo ciief NoApPOo6Ha KNMHUYHA 1 paMuiHa OLieHKa oT
cneyvanusvpaH B AMArHOCTUKaTa U eYeHNeTo Ha Kapanomu-
onaTunTe eKun, TbiA KaTo NnncaTa Ha CapKoOMepHa MyTauus He
n3knmouBa pammnHa XKMI1, a BapraHTTe C HeCUrypHa 3Hauu-
MOCT Ca TPYAHM 3a UHTepnpeTauuna.168 leHeTUUHNAT aHann3 Ha
npo6u oT ayToncmoHHa TbKaH uin JHK moxke fa 6bae BaXkeH 3a
[VarHoCTHKaTa Ha XXVBUTe POAHMHK, HO TpABBa Aa ce nHTpenpe-
TMpPa B CbYeTaHMe C feTalIHO ay TONCMOHHO M3CNefiBaHe Ha Cbp-
LETO U B CbOTBETCTBME C KOHBEHLUMOHANHUTE NpaBumia 3a npu-
N1cBaHe Ha NAaTOreHHOCT Ha FeHeTUYHU BapuaHTn, 8182

lMpenopbKy 3a reHeTUYHO TecTyBaHe Npu npo6aHan®

Mpenopbkn Knac? HuBo nsT

[eHeTWYHN TecToBe ce npeno-
pbuBaT MpPU MALWUEHTU OTroBa-
PAWN Ha AMArHOCTUYHUTE KpU-
Tepun 3a XKMI, korato 6uxa
[ann Bb3MOXHOCT 3a KackafeH
reHeTUYEH CKPUHMHE Ha TeXHUTE
POAHMHN.

24,175,
178-180

MpenopbuyBa ce reHETUYHOTO
TecTyBaHe fja ce N3BbpPLUMN B Cep-
TUGULMPAHN AVArHOCTUYHU Na-
6opaTopun cneynanusvpaHn B
MHTeprnpeTauuaTa Ha CBbp3aHu
C KapavommonaTnm myTauuu.

168,172,
183

MNpu Hanuuve Ha cumnTOMU WM
60N1eCTHN NPU3HALM HaCcoYBaLLM
KbM CrneynpryHn NpuYmnHM 3a
XKMIT ¢ uen noTebpxaaBaHe Ha
JAnarHosata ce npenopbysBa re-
HEeTUYHO TecTyBaHe.

36-40,
43-46,
67

[eHeTWYHO TecTyBaHe npu na-
LMEHTUN C rpanmad AmarHosa
XKMM TpabBa Aa ce u3BbpLM
camo cfiefi AeTansiHa OLeHKa OT
cneynanvsvpaH TUM.

168

llocm mopmem reHeTMYeH aHa-
NIN3 Ha CbXpaHeHa TbKaH uau
[HK Tpa6Ba pa ce obcban npm
NoyYMHany NauMeHTn ¢ natoaHa-
TOMMYHO noTBbpaeHa XKMI, 3a
[a VMa OCHOBaHMA 3a KacKafeH
reHeTVYeH CKPUHVIHT Ha TEXHUTE
POAHVHMN.

181,182

@ Knac Ha npenopbKkuTe.

HuBo Ha JlOKa3aTeNCTBEHOCT.
€ V3TOUYHMK(UM) NOAKPenALLM NPenopbKuTe.

lpaHuuHa: febenvHa Ha neBokamepHata cteHa 12-13 mm npu Bb3pacTHu;
NeBOKamMepHa XMnepTpodma Npu Hanuure Ha XMNepTOHWA, CIOPTHU TPEeHU-
POBKM, KnanHa 6onecr.
€ MNpo6aHpa = 061KHOBEHO MbPBUAT YIEH Ha CEMENCTBOTO, NMPU KOIATO e anar-
HOCTULIMPAHO CbCTOAHKETO.
[HK = pe3okcmpunboHyknenHosa kucenvHa; XKMIT = xuneptpoduyHa Kapaviomu-
onarus.

6.4. [eHeTVYeH N KINHNYEH CKPUHUT
Ha POAHVIHN

MpaBHaTa pamKa 3a MHGOPMMpPaHe Ha POJHUHUTE OTHOCHO Ha-
NNYMETO Ha MOTEHLMANHO YHACNeAUMU CbCTOAHUA B TAXHOTO
CeMeiiCcTBO Bapupa 3HauMTeNHO Mo CBeTa. B noeveTo cTpaHu
VUMEHHO Npo6aHabT (06MKHOBEHO MbPBUAT YOBEK OT Gpamunus-
Ta, NPU KOMTO e NOCTaBeHa inarHo3ara), a He fiekapsAT, TpA6Ba Aa
NHPOPMMPA POJHVHWTE 1 @ M MOKAHW 338 CKPUHUHT OpraHm3mn-
paH oT cucTemaTa Ha 3apaBeonassaHe.'® [oHAKora Ha nawueH-
Ta ce NpefocTaBsa MHGOPMALMOHHO MUCMO C Lien nojnomaraHe
Ha TO31 npoLec.'® Tbil KaToO NPU HAYANHWA KIVHUYEH CKPUHUHT
NoBeYETO POAHVHM ca 6E3CUMMTOMHM, BaXHO € Te fia 6bAaT UH-
dopmMupaHmn 3a NocneAcTBUATA OT AMarHosarta no OTHOLLEeHMWe
Ha >KMBOTO3aCTpaxoBaHe, NeHcnsA, paboTa, CMOPTHY 3aHNMaHA
1 M36MPaEMOCT 3a OTrNexJaHe U OCMHOBABaHe Npeau Aa 6baaT
NOAJIOXKEHWN Ha TECTyBaHe.

6.4.1. ®Oamunuu c onpepeneHN NpUHNHABaLLN
6onect reHHU myTauum

Koeamo npu 0adeH nauueHm ce udeHmuguyupa onpeodeseHa

Kay3anHa eeHHa Mymauyus, Hezoeume usu HeliHume pOOHUHU Ha

napso macmo mpabea 0a 6v0am mecmysaHu 2eHemu4yHo, d c/1ed

moea oyeHeHU KJTUHUYHO, dKO ce YCMAaHosu, Ye ca Hocumesu Ha

cowyama mymauus (¢puzypa 4).

MNKoHOMUYeCKn MoAenu Ha pelleHne CpaBHABALLM OTHOLLE-
HMeTO LeHa-epeKTVBHOCT Ha MONIEKYSTHUA CKPUHWHT U Ha Ca-
MOCTOATESTHUA KIIMHUYEH CKPVMHUT NMOKa3BaT, Ye KoMObmHaumaTa
OT reHeTNYHO TeCTyBaHe U KIIMHUYEH CKPUHUHT naeHTnédunumnpa
rnoseye MHAMBUAMN C PUCK OT pa3BuMTMEe Ha 6onecTTa U NO3BONA-
BaT no-ronam 6po fa 6baaT ocBo6oAeHM OT HabnoaeHme, #5186
Mo Ta3un npuymrHa, Korato Npu npobaHga 6bae naeHTUPMLMpa-
Ha onpefeneHa MyTauus, Ha BCMYKM POAHMHU TpsabBa Aa 6bae
NpeasioXKeHo KackafHO reHeTuyHo TecTyBaHe. Korato nuncea
MyTauua, poAHMHUTE ce ocBoboXAaBaT OT HabniopeHue, HO
nonyyaBaT CbBeT a NOTbPCAT MOBTOPHA OLEHKa, ako Pa3BUAT
CUMMTOMATMKa MM ako B CEMENCTBOTO Ce NOABAT HOBU JaHHU
C KJIMHUYHO 3HaueHwue. Mpn aeua moxe fa ce o6Ccban pasnu-
YyeH MoAxoA B3emall NpeaBuA BbnpocuTe Ha MUHGOPMUPAHOTO
cbrnacme v AbAroCPOYHUTE NMOCNEACTBUA NPU MO3UTUBEH re-
HeTMYeH TecT. AKO POAUTENNTE WM HACTOMHUKDBT MOXenasT,
KNMHWYHATa OLEeHKa MOoXe a npeflectsa Unv Aa 3aMectu re-
HeTMYHaTa OLleHKa, NpU yCnoBMe Ye ce NOCTUrHe Ccbriacue, ye
TOBa 3alUMTaBa Hall-4obpe NHTepecKTe Ha AeTeTo.

6.4.2. Oamunuu 6e3 onpegeneHn NPUUYNHABALLN
6onect reHHU myTauum

Ha Bb3pacTHUTE POAHUHU MO MbpBa NUHUA TpsA6GBa ga 6bae
npeanoeH KNnHmnyYeH cKpuHuHr ¢ EKIM n exokapguorpama, Ko-
raTo He e NPOBELEHO reHeTUYHO TecTyBaHe Ha npobaHaa munu
KOraTo reHeTMYHUAT aHan3 He ycree Aa ngeHTuduumpa onpe-
JeneHa MyTauusa Wy paskpuBa efiviH WX NoBeye reHeTUYHU
BapWaHTVN C HEACHO 3HaueHue (ueypa 4).168185187.188

BaxHo: ¢peHoMeHBM Ha 8v3pACcMoB0 06Yyc/i08eHa neHem-
pAaHMHOCM 03HA4Yasd, 4e HOPMAJIHAMA K/IUHUYHA HAXOOKA He
U3KJ/TI048a 853MOXHOCMMA 3a 6v0ewo pazsumue Ha 6o1ecmma;
No Masu NpUYUHa, Ha pOOHUHUMe No Nvp8a IUHUS mpsbead 0a ce
NpeonIoXu NOBMOPHA OUeHKa.%®

YecToTaTa Ha KIMHUHWYHUA CKPUHUHT B OTCBHCTBUE HA re-
HeTMYHa AmarHo3a TpAbBa Aa ce onpefens OT Bb3pacTTa Ha
NnposBieHVe U TeXeCTTa Ha KapanommnonaTraTa B pamKuTe Ha
CeMeNncTBOTO (Hanp. NoBeye OT eHN C/lyYall 1 paHHa BHe3arnHa
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MpenopbKn 3a reHETUYHO N KINHUYHO TecTyBaHe Ha

Bb3PacTHN POAHUHU

Mpenopbkn

Hugo®

Knac®

KackafieH reHeTVyeH CKpPUHUHT
cnep npep-TecToBa KOHCynTa-
uMA ce mpenopbyBa Npu Bb3-
PacTHU POAHMHM MO MbpBa Nn-
HUA Ha NaLUMEHTN C onpefeneHa
Kay3asiHa 6onecTHa MyTauuma.

KnvHmnyHa oueHKa BKJoYBaLia
EKI v exokapaviorpadus v gbn-
rocpoyHo HabnopeHue ce npe-
nopbyBa Npv POAHUHM MO MbpP-
Ba JIMHUA, KOUTO MMaT CblyaTa
onpepeneHa KaysanHa 6onectHa
MyTaums, KakTo npobaHaa.

PofHVHY MO MbpBa NMUHUA, KO-
TO HAMAT CblyaTa NOTBbPAEHA
6onectHa KaysafnHa MyTauus,
KakTo npobaHpa,® Tpabea Aa
6baaT ocBoboaeHu oT Habnioae-
HI€, HO MOCHBETBAHMN Aa TbPCAT
NpPenoTBbPXKAEHUE, aKO PA3BUAT
CUMNTOMATHKa UK KOraTo B ce-
MENCTBOTO Ce NOABAT HOBM AaH-
HU C KIIMHUYHO 3HaYeHue.

18

Korato npwu npoGaH,qad He ce
naeHTudrymnpa onpepeneHa
reHHa MyTauua WM He e npo-
BefleHO TeHeTUYHO TecTyBaHe,
npy Bb3pacTHUTE My POAHWUHU
no nbpBa NvHUA TpAbBa fa ce
06Cban KMHUYHA oueHka ¢ EKT
1 exokapamorpadus, Kosato ce
noBTapsA Ha 2-5 roauHn (N Ha
6-12 meceua, ako ce yCTaHOBAT
CbMHUTENHU HapyLLEHNS).

UsT

24,175,
178-180

34,185,

168, 185,
187,188

168

6, 189

@ Knac Ha npenopbKuTe.
H1BO Ha joKa3aTenCTBEHOCT.

€ V3TOYHMK(UM) NOAKPENALIM NPenopbKITe.
Mpo6aHa = 06MKHOBEHO MbPBUAT UNIEH HAa CEMENCTBOTO, NPV KOWTO € Anar-

HOCTVLMPAHO CbCTOAHMETO.
EKI = eneKktpokapavorpama.

CbpAeYHa CMbPT), KAaKTO 1 OT aKTUBHOTO yuyacTue B CbCTe3aTe-
neH cnopT. Jlyarta ¢ HeANArHOCTUYHY KIIMHWYHU NPU3HALM Ha-
COYBaLLYM KbM PaHeH CTaauii Ha 6onecTTa TpA6Ba B HauanoTo Aa
6bhaT NpernexaaHy Ha HTepPBanu oT 6-12 mecewa, a cief ToBa
Mo-pAAKO NPV AKMNca Ha Nporpecus. Bcvuky pogHUHK, KOUTO ce
OM/aKBaT OT HOBU CbPAEYHO-CbAOBY CUMMTOMY, TPsIGBa Aa no-
nyyaT CBOEBpPEMeHHa MOBTOPHaA OLeHKa.

6.5. KnnHnyeH n reHeTNYEH CKPUHWHTI

npwu geua

KNnVHUYHOTO 1 reHeTUYHOTO TecTyBaHe Npu Aela TpsAbea aa ce
pbKOBOAW OT Haii-4oOpPUA MHTepeC Ha BCAKO AeTe B CbOTBET-
CTBUE C MeXJyHapofHuTe CTaHfapTy 3a Aobpa meauurHCKa
NpakTrKa.'”*'2 MoTeHUnanHNTe MON3N OT CKPUHUHT B AEeTCKa
Bb3PacT BKJIOYBAT HaMasifiBaHe Ha HeCUTYPHOCTTa 1 6e3MnoKo-
CTBOTO, NCKXOJNIOTMYecKa aganTauus, Bb3MOXKHOCT 3a CbCTaBs-
He Ha peanuCTUYHY XUTENCKY NMIAHOBE 1 HACOUYEHO KIIMHUYHO
HabnopeHwve. MNoTeHUranHaTa Bpefa BK/OUBA HEACHOTA, ako He
MOXe fia ce npefcKaxe cneyndpuyeH GbeHoTMn, NpoMsiHa B ca-
MOUYBCTBMETO, MPOMEHU B NPEACTaBUTE Ha POAUTENS 1 APYrU
Bb3PaCTHM HOCELL M OTFTOBOPHOCT 3a AeTeTo (Hanp. yuntenu), no-
BMLLEHO 6E3MOKOMCTBO 1 YyBCTBO 3a BMHA U HAPYLLEHM XKUBOTO-
3aCTpaxoBaTesHy NePCrnekTUBU.

PoK0BOOHUAM NPUHUUN €, Ye 2eHeMUYHUAM UJIU KITUHUYHUAM
mecm npu 0adeHo 0eme mpA6sa 0a UmMda 3HA4eHuUe 3d Jie4eHuemo,
HA4YUHA HA XUBom U 00NBIHUME/THUSA KJIUHUYeH CKPUHUH2.

MpocneKkTUBHUTE KIIVHUYHU JaHHU npu deua ¢ 6onectu
CBbBP3aHM C FEeHHW MyTauuM Ha CapKOMEpHMTe MPOTEeMHMU ca
OrpaHUYeHu, HO Hall JO6pKTe OT TAX NMOACKA3BaT, Ye KIMHUYHO
3HauMMUTE COUTUSA Ca peaKmn Npean nybeputeTa.'’®® KoHceHcyc-
HaTa rnefHa To4yka Ha KOMMTeTa Mo NMoAroToBKa Ha Tesu [pe-
NMOPBKY €, Ye KIMHUYEH W/WN FeHeTUYeH CKPUHUHT TpsabBa fa
ce ob6cbAaM crief] KaTto AeTeTo e HaBbpwuio 10 roanHu. KnnHmy-
HOTO WM FeHEeTMYHOTO TeCTyBaHe B MO-PaHHa Bb3PacT MOXe
[a e noaxoAso BbB GaMUNMKU C paHHO Hayano Ha HapyLlleHU-
ATa (Hanpumep HapyLlleHNs CBbP3aHW C MeTabOoNUTHUA MbT Ha
MAPK, HacnefcTBeHU rpewky B MeTabonmsma WM MHOXECT-

[lbarocpoyro

[ TESTETE

‘ T'eHeTnuHO TecTyBaHe ‘
e + e
KackagHo Mpasu ce O6MUCTA ce BEPOATHOCTTA
CerperaLyoHeH aHanus,
aKO € Bb3MOXHO
Hannuve Ha myTayvata ORISR R

Jlunca Ha MyTauuaTa

e

OcsoboxaaBaHe

[lbnrocpoyHo

MNepuoanyHa

XKMM = xuneptpoduyHa kapauommonatua.
KackafHo reHeTMYHO TecTyBaHe = CKPUHUT Ha POAHUHU MO MbPBa IMHKA Ha NaLMeHT, MPU KOMTO Beye e AnarHoctuumpada XKMI.

QOurypa 4:

[NocnepoBaTenHOCT Ha reHETUYHOTO TeCTyBaHe N KNNHNYHNA CKPUHUHT Ha I'IpOGaH,lJ,VI N POOHUHN.
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BE€HN CapKOMepPHN MyTaLU/II/I), KOrato mma MmanurHeHa d)aMVIﬂHa
dHaMHe3a B AE€TCKa Bb3pacCT M KOrato fgeuata nmat CbpaedHn
CMMNTOMU NN y4acTBaT B OenHoCcTn CBbpP3aHM C ronamo ¢VI3VI-
YeCKO HaToBapBaHe.

MpenopbKn 3a reHeTUYHO TeCTyBaHe N KAVWHUYEH
CKPUHUHI NpM feua

Mpenopbkn Knac® | Huso® /EL

[leuata Ha nauueHTn C onpepe-
neHa 6onecTHa KaysanHa myTa-
uua Tpsbea fa 6bAaT 06CbAEHN
3a MpeckasBawo TreHeTUYHo
TecTyBaHe — cnefl Npea-TecToBa
cemMelHa KOHCynTayua — KoraTo
ca Ha Bb3pacT 10 unv noseye ro-
[IVHV 11 TO TpAGBa fia ce Hanpaswu
B CbOTBETCTBME C MeXAYyHapoa-
HUTE MPENOPbBKM 33 FeHETNYHO
TecTyBaHe npu feua.

168, 190,
192

MNpu poaHVHM NO NMbpBa NUHKA
B leTCKa Bb3pacT Ha 10 nnm no-
Beye roAuHW, NpU KOUTO FeHe-
TUYHUAT CTaTyC e Heun3BecTeH,
TpsAbBa Aa ce 06CbAN KNVHUYHA
oueHKka ¢ EKI n exokappuorpa-
éua Ha 1-2 roguHn mexpay 10
n 20-roguviiHa Bb3pacT, a cneq
TOBa Ha 2-5 roguHu.

168

Ako poguten(mte) nnv 3akoHeH(Hw)
npeacTaBuTen(1) NOXenasT Kin-
HMYHaTa oLeHKa ¢ EKT nnm exokap-
avorpadua fa npeawectsa wam
[a 3aMeCTU reHeTUYHaTa OLEHKa,
TOBa MOXe fia CTaHe cniefi KOHCYI-
Tauusa C ekcrnepT 1 ako 6bae npe-
LieHeHO, Ye TOoBa € B UHTepec Ha
feteto.

MNpn Hannune Ha manurHeHa ce-
MeliHa aHamHe3a B [leTCKa Bb3-
pacT unu paHo nposgeHa 6onect,
WM KOraTo fieliata umat cbpaeu-
Ha CMNTOMaTMKa UK yyacTeaT B
0cobeHo HanperHata ¢usnyecka
AKTMBHOCT, MOXe Aa ce 06Ccbamn
KIMHUYHO WY FeHETUYHO TecTy-
BaHe Ha POAHWHY OT MbpBa Nu-
HVS B JeTCKa Bb3pacT npeau fa
ca cTaHanu Ha 10 roanHu.

168

@ Knac Ha npenopbkuTe.

HuBo Ha fOKa3aTeNCTBEHOCT.
€ V3TouHMK(UM) NoaKpenaLM NpenopbKuTe.
EKI = enektpokapavorpama.

6.6. NpocnegaBaHe Ha HOCMTENN
Ha myTauumn 6e3 peHoTnn

MpeaBapuTeniHY NPOyYBaHUA MOACKa3BaT, Ye He ce Habnoga-
BaT rofieMn ObArOCPOYHM HebnaronpuaTHU MNCUXONOTUYECKHN
NOCNeACTBUA MPU KIIMHUYEH U FeHEeTUYEH CKPUHWI Ha aeua v
Bb3PaACTHW C MOBULLIEH PUCK OT Pa3BuTMeE Ha BONecT, Korato Te
Ce oCbluyecTBABaT B CneyuanvsvpaHmn LeHTpose.®® Mma MHo-
ro Masko LaHHW 33 eCTeCTBEHOTO Pa3BUTME NPY HOCUTENN Ha
Kay3anHu 6onectHn myTtauuy 6e3 GeHOTUNHO NposABNeHNe, HO
CKOPOLUHM MPOYYBaHWA Mpeanosarat fO6POKauecTBEH Kiui-
HUYEH X0 MPU MOBEYETO KAVHWYHO He3acerHat HoCUTenu
Ha MyTauun.'®®'% KnvHuyHaTa 3HAuYMMOCT Ha nekute mMopdo-
NOTNYHN 1 GYHKLMOHANHN HapYLLEeHNs e HeACHA, HO BEPOATHO

cnaba B noBeyeTo cniyyan.”*'% BHesanHaTa cbpAeyHa CMbpT e
pAgKka B OTCbCTBMETO Ha CbpAeyHa xunepTpodus 1 ce cBexna
NPeavMHO JO U30AMpaHn Ny6nAvKaumm 3a NauneHTn C reHHu
MyTaLuUy Ha TPOMOHWH T.27281971% MpoyyBaHNA B HamNpeyHo ce-
ueHve MoACKa3BaT Bb3PAcTOBO OOYCNOBEHO HapacTBaHe Ha
NeHeTPaHTHOCTTA,>0189199-201 koeTo O3HaYaBa, Ye N3BECTEH Mpo-
LIeHT KIMHNYHO He3acerHaTvi HOCUTENV Ha MyTaLum Le pa3BuaT
fIBHA KapAMOMMONATVA B NO-KbCHa Bb3pacT. 10 Ta3n npuumHa,
NpY HOPManHW 34PaBM HOCUTENIUTE HA MyTaLuUK ce NMPenopby-
Ba AbArOCpouYHa npodunakTuyHa oueHka. Hocutenute Ha my-
Tayuy 6e3 oTpakeHue Ha 6onecTTa Bbpxy EKI unu exokapau-
orpaduvaTa, KOUTO UMAT >KeflaHve Aa y4acTBaT B CbCTe3aTesHN
crnopToBe, TpA6Ba Aa NonyyaTt UHAMBUAYaNHN CbBETU, KOWTO Ca
CbobpaseHun C NokanHaTta NpaBHa pamka, nogsexallarta reHHa
MyTaLuA 1 BUAA CMOPTHa akTUBHOCT.2?

Mpenopbku 3a HabnwgeHNe Ha HOCMTENN Ha MyTauus
6e3 peHoTUN

Mpenopbku Knac® | Huso® /EY

Mpu HocuTenn Ha onpepeneHa
MyTauusi, KOUTO HAMAT HUKaK-
BU GONECTHW NPOABU, MOXe Aa
6bae paspeleHa CropTHa aK-
TUBHOCT CNlef KaTto ce B3emar
npeaBup nognexawiara myTa-
LMs 1 BAA CMOPTHA aKTUBHOCT,
KaKTO 1 pe3yntaTute oT pejoBHY
1 NMOBTOPHU KapANONOrMYHY 13-
cneaBaHms.

202

@ Knac Ha npenopbKuTe.
HWBO Ha AOKa3aTeNICTBEHOCT.
€ VI3TOYHMK (LK) NOAKPENALLM NPernopbKuTe.

6.7. MpeAMMNNAHTALMOHHO N NPEHaTaNIHO
reHeTUYHO TeCcTyBaHe

(BMXTe CbLo pa3gen 11.4)

MpeHaTanHa reHeTMYHa JMArHOCTMKa MOXe fa Ce M3BbpLM B
HayanoTo Ha 6pemeHHOCTTa C MPOOM B3ETN OT XOPUOHHY BUSIK
WK C aMHUOLEHTE3a, HO MpoLeaypaTa He e pa3pelleHa B HA-
KOV eBpOMewcKn CTpaHu, a B APYru ce paspeluaBa camo npu
TEXKN 1 Heneunmmn 3abonasaHuvsA. MNpefBua 3HaumTenHaTa Ba-
prabunHocT BbB dpeHoTMNHaTa ekcnpecra Ha XKMI n yectoTto
U 6eHMrHeHO pa3BuTHe, NpeHaTanHaTa reHeTMyYHa AnarHocTrKa
Ha XKMI pagko e onpasaaHa.'®®?% KaTo antepHaTvBa Ha NpeHa-
TanHaTa MarHoCTMKa MoXe fla ce 06Cbn NpefmmniaHTalmoHa
reHeTMYHa AMArHoCTVKa B CUTyaLum, KaTo OCUHOBABAHE Y U3-
KYCTBEHO OCemMeHsABaHe C [OHOPCKM AnuekneTkn.168 M3nons-
BaHeTO Ha deTanHa exokapamorpadus 3a oTKprBaHe Ha paHHa
605ecT He ce NPenopbYBA, Tl KAaTO BEPOATHOCTTA 3a CbpAeYHa
eKCnpecus Npu Nnoja e U3KIYNTENHO HNCKA, C U3KIIoYeH e
Ha HAKOW CUHAPOMHU 6051eCTV 1 MeTaboNNTHN HapyLUEHNA.

7. MepuuMHCKIN rpumKmn

XvneptpoduryHata Kapamommonatma e cbopeH TePMUH, KONTO
o6xBalla pa3HOOBPA3eH U CJIOXKEH CMEKTbP OT FEHETUYHU U
npugo6butn 6onectu. Mopaan ToBa, AMArHoCTMKaTa 1 neyeHune-
TO Ha naymeHTuTe ¢ XKMI n3nckea Habop oT ymeHUA 1 Komne-
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TeHumn. Mpun HAKOM CMCTEMU Ha 34 paBeona3BaHe Hail-ebeKkTrB-
HUAT HaUVH 33 OCUTYPABAHE Ha HeOOXOAMMUA HABOP OT yMeHNsA
MOoXe fla 6bae mogensT ,rasuHa v cnuymn” (hub and spoke), npu
KOWTO creuuann3npaHaTa nomMoLy € KOHLEHTpMpaHa B ManbK
6poli LeHpoBe, a No-HecneundUYHNTE acneKkTn Ha rpUKnNTe ce
OoCUrypABaT OT PaNiOHHN KapAMONOTMYHMN Cy»K6un."*82%4 B npyru
CUCTEMY YAAUYeH MOXKe Jla ce OKaxKke No-cflabo LeHTpanmsmpaH
mMogen. He3aBncumo oT U3non3BaHnAa MOAEN, BCUYKN NaLUeHTU
n bamunum Tpabea fAa 6bAaT 06CIYKEHN B CbOTBETCTBYE C Me-
KYHapOZHO NpueTnTe CTaHAAPTU.

Bbnpeku ue PaboTHaTa rpyna HAMa 3a Lien fJa onwvile noj-
po6HO cMcTeMUTE 3a OKa3BaHe Ha MOMOLY MPU MaLUEeHTU C
XKMI, BaxXHO 3HauyeHue 3a epeKTUBHOTO MpunaraHe Ha Tesn
MpenopbKy e cna3BaHeTo Ha MeAMUVHCKMTE CTaHAAPTU.

Hpenop'bKM 3a ocurypsiBaHe Ha MeAVLUNHCKIN rpyxn

Mpenopbkn Knac® | HueoP /EL

[MpenopbuBa ce nuuarta, KOUTO
Cca C HecurypHa AmarHosa, Tex-
Ka CMMNTOMaTMKa WK NoBULLeH
PUCK OT CBbp3aHU ¢ GonectTa
YCNOXHeHMA fa 6bhaT Hacoue-
HU KbM CneuunanvsnpaH Tum 3a
OOMBAHWUTENIHO UM3CnNeaBaHe U
neveHue.

148, 149

[penopbyBa ce pefoBHO KNu-
HUYHO HabnofeHne Ha nauu-
eHTUTe — N KOraTto e YyMeCTHO
Ha TEXHUTE POAHWMHU MO MbpBa
JIVHUSA — HE3ABUCKMO OT CbCTOA-
HMeTO Ha CUMNTOMaTHKaTa.

168

BbB BCcnuky cnyvanm Ha XKMII
nekapaT Tpabsa ga obmwucnu
HacouyBaHe Ha MaLMeHTUTe KbM
LeHTbp pasnonaral, ¢ Myntu-
AUCLUNAVHAPEH TUM C eKcnep-
TU3a B AMArHOCTUKaTa, reHetu-
KaTa, puckoBata cTpaTuduKayus
1 NeyeHneTo Ha 3abonAaBaHmATa
Ha MroKappaa.

148, 149

@ Knac Ha npenopbkuTe.

HuBO Ha lOKa3aTeNCTBEHOCT.
€ N3TouHMK(UM) NoAKpeNALM NpenopbKuTe.
XKMI = xvinepTtpoduyHa KaparnommonaTums.

7.1. O6yuyeHune n NnoaroToBKa

C HapacTBaHeTO Ha Mo3HaHuATa 1 MHGOpMUpaHoCcTa Ha obLue-
CTBOTO 32 HaCNeACTBEHNTE CbPAEYHM CbCTOAHMA HapacTBaT U
HY>XAWUTE OT Creynann3mpaHn 3BeHa 3a obCyXBaHe Ha Kap-
anomuonartuuTe. HaunoHanHuTe Apy»kecTBa M 34paBeonasHu
cny»6u TpsbBa Aa ocurypaT HeobxodnmaTa paboTHa cuna cbe
CbOTBETHa KBaﬂI/Id)I/IKaLWIﬂ 3a 3a[0BO/IABaHE Ha Te3N HyXAn un
3a ocuUrypsBaHe Ha JOCTaTbyHO OOpa3oBaTesiHU pecypcu 3a
nofobpsBaHe 1 NogaabpKaHe Ha KBanndrKaumsaTa Ha BCUYKA
npodecroHanHn rpynu yyacTBaliy B rpyXKnUTe 3a MaUUeHTn C
XKMTI. HauroHanHute 1 MexayHapoaHuTe fpyecTBa TpAbBa
[ia pa3paboTAT CbLIO PErucTpu U Mpexu 3a 0bcny»KBaHe Ha na-
UMEHTU C KapanomumonaTtunn.

8. OueHKa Ha cumnTOMaTMKaTa

Moeeueto xopa ¢ XKMI ca 6€3CMMNTOMHN U UMaT HOpMasnHa
NPOABXKNTENTHOCT Ha MBOTA, HO HAKOW pa3BMBaT CUMNTOMATK-
Ka, 4eCTo MHOFO rofuHu cnep nosaeaTa Ha EKI unu exokapau-
orpadckn gaHHu 3a JIKX. Mpun manku geua cMMmnToMmTe 1 Npu-
3HauMTe Ha CbpfeyHa He[OoCTaTbUYHOCT BK/IOYBAT TaxumnHes,
6e3aneTnTne, 06UNHO NoTeHe N 3abaBeH pacTtex. [o-ronemu
Aeua, Mnagexmn U Bb3pacTHM Ce onnakBaT OT JleCHa ymopa 1
AMCMHeA, KakTo 1 rpbAHa 6onka, nannutauum n cuHkon. Cuc-
TemHata 2D n Doppler exokapauorpadusa n ambynatopHoTto EKI
MOHUTOpMPaHe ca 06MKHOBEHO AOCTaTbUHY 3a onpefenaHe Ha
Hal-BepoATHaTa MpuYMHa 3a cumnTomaTmkaTa. OueHkaTa Ha
JIKOWT, kakTO e ouepTaHa B pasfen 5.4, Tpabsa ga 6bAe yacT ot
pyTMHHaTa OLEeHKa NPU BCUYKM CUMATOMHU NaLMeHTU.

8.1. I'pbaHa 6onka

MHoro naumeHTn ce onnakeaT OT rpbAHa 60JsiKa B MOKOW 1u
npu HaToBapBaHe. bonkata moxe Aa 6bae NPoOBOKUPaHa OT
06UIHO XpaHeHe WA NpUeM Ha ankoxon.’>=27 MpuunmHute 3a
rpbaHa 6onka BKNOYBAT MUOKapAHa MCXemMua Mopagu Mu-
KpoBacKynapHa AncoyHKUMA, noBuileH cTpec Ha JIK cteHa un
JIKOUT. Bb3MOXHM MPUUYUHK Ca CbLLO BPOJEHN KOPOHAPHU
aHOMasnuK, BKIYMUTENTHO UHTPaMUOKaTPAEH X0 Ha NsiBa npef-
Ha lecLieH[IeHTHa apTepus Uy aTepoCcknepoTnYHa KOPoHapHa
apTepuanHa 6onect.?®® CuctonHaTa KOMNpPecus Ha enmKapaHu

MpenopbKu 3a KOpOHapHa aHruorpapusa

Mpenopbkn Knac® | Huso® st

VIHBa3nBHa KOpOHapHa aHr1orpa-
¢viA ce npenopbuBa Npy Bb3pacT-
HW MPEeXMBENN CbPAEYEH apecT,
npy NALMEHTH C NPOABIKUTENHA
KamMepHa TaxmaxuTmvsi U Npu na-
LIMEeHTU C TeXKa CTabunHa aHrmHa
(Canadian Cardiovascular Society
[CCS] knac =3).

219

MHBa3sneHa nnn KT kopoHapHa aH-
rmorpadus Tps6ea aa ce o6cbAN
npy NaLMeHTV C TUNMYHa rpbaHa
6onka npu ycunue (CCS knac <3),
KOUTO MMaT ymepeHa npep-Te-
CTOBa BEpPOATHOCT 3a aTepockKie-
pOTUYHa KOpOHapHa apTepuanHa
60necT Bb3 OCHOBa Ha Bb3pacT,
non 1 puckoen dakTopu 3a ate-
pocKnepo3a unm aHamMmHe3a 3a Ko-
poHapHa peBacKynapusauma.

159,218

Mpu BCMYKM NaumeHTn Ha Bb3pacT
40 vnn noeye roAuHU TpsabBa
na ce o6cban nHBasmBHa nnn KT
KOpoHapHa aHrvorpapuma npean
cenTanHa peaykunoHHa Tepanua,
He3aBVCVIMO OT HaNIMYMETO Ha TW-
nryHa rpbAHa 6onka npu ycunue.

220,221

@ Knac Ha npenopbKuTe.
HvBO Ha fOKa3aTeNCcTBeHOCT.
€ VI3TOUHMK (LK) NOAKPENALLM NPernopbKUTe.
KT = komnioTbp-Tomorpadcka; CCS = KaHaacko CbpieYHO-CbA0BO ApYKe-
ctBo (Canadian Cardiovascular Society).
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Y UHTPaMypasHu CbAOBE € MHOMO YecTa, HO OOMKHOBEHO HAMa
KMIVMHUYHO 3HauyeHune, 22"

MNMpomeHunTe Ha EKI B nokol n yecTo cpellaHuTe nepdysu-
OHHU fledeKTU NpU HyKneapHa obpasHa AnarHocTrka unm cAMP
03HauaBa, Ye Te3n MeToAM MMaT OrpaHuuYeHa pons 3a ande-
peHuMpaHe Ha OOCTPYKTUBHaTa KOpOHapHa 6onect oT apyru
NPVYMHYM 3a rpbAHa 6osKa 1 3a onpefensaHe Ha NpeATecToBaTa
BEPOATHOCT 3a KOpOHapHa 6onect npu naymeHTn ¢ XKMIM.21227
MaureHTN C TUMNUYHa aHrMHA NpK ycunve Tpsbea aa 6baaT 06-
CbeHN 3a nHBasmeHa unn KT KopoHapHa aHrnorpadus B 3a-
BUCMMOCT OT TAXHaTa CMMNTOMATVKa, Bb3PacT, MO 1 PUCKOBM
daKkTopU 3a aTePOCKNepo3a, KOUTO Ca ONMCaHN B CbOTBETHUTE
Mpenopbky Ha ESC.**'® KopoHapHa aHrvorpaous ce npeno-
pbuBa NPV Bb3PaCTHU C NPEXMBAH CbPAEYEH apecT, Npu nauu-
€HTV C NPOAB/KUTENIHA KaMEpPHa apuUTMMUA U NPU CUMNTOMHU
MauneHT! C NpeaLecTBaly KOPOHAPHN peBacKyapu3aLmoH-
HY npoueaypw.?® MueasuneHa unu KT KopoHapHa aHrmorpadus
TpAbBa fa ce 06CHAM Npean cenTanHa peayKuMoHHa Tepanus
NPV BCUYKKU NauMeHTN Ha Bb3pacT 40 1y noseve rognHm, Hesa-
BUCMMO OT HalIMYMETO Ha TUMMYHA aHTHa.

8.2. CbppeyHa He[OCTAaTbBUYHOCT

C/MNTOMUTE Ha XPOHWYHa CbpieYHa HeJOCTaTbUYHOCT Ca YecTu,
HO KJIMHUYHMTE NPOABM Ha HanpeAHana CbpAeyHa HefoCTaTby-
HOCT Ca pa3nunuHu cpep nauueHTtute. MNpu HAKOM OT TAX Cbp-
[eyHaTa HeJoCTaTbUYHOCT Ce AbJIXKM Ha AMACTONHA ANCPYHKLMA
cbc 3anaseHa O v mankn JIK pasmepu; npu apyru cuMnTomu-
Te ce NPUYMHABAT OT CUCTOMHA NleBOKaMepHa ANCOYHKLUMA Unn
JNIKOWT (c unun 6e3 mutpanHa nHcyduuymeHuma).??? MpencbpaHo
MbXXAEHE MOXe [la YCNOXKHW BCeKM OT Te3u cLieHapun 1 fa 060-
CTPU cMMnTOMaTUKaTa.”?* Pa3ano3HaBaHeTO Ha XeTeporeHHata
naTodr3NoNorva Ha CbpAeyHaTa HegocTaTbyHOCT Npu XKMIM e
BaXHO, 3aLLOTO OKa3Ba BINAHVE BbPXY JleYeHneTo.

Mpy noBeyeTo MauMeHTV Npe3 Lenua »KUBOT ce Habnoga-
Ba Mpouec Ha HebnaronpuATHO CbpAEUYHO pemoaenupaHe, xa-
pakTepusmpalyo ce ¢ MmokapaHa ¢rnbposa n M3TbHABaHE Ha
CcbpfeyHaTa CTeHa.??2224225 B paHHUTe CTaguu Ha TO3U npouec
nauMeHTUTe YecTo ca 6€3CMMNTOMHM 1 KOHBEHLIMOHANTHUTE He-
WHBa3VBHM MOKa3aTenn Ha CbpAeyvHaTa GyHKLMA ca B rpaHnLm-
Te Ha HopmaTa. C HanpeABaHe Ha 6onecTTa HaCTbMBa B/OLIABA-
He Ha JIK gractonHa u cuctonHa GyHKLMA CBBP3aHO UK C neKa
no ymepeHa JIK gunataums, HamaneHa aebenvHa Ha JIK cteHa n
cnapaHe Ha JIK U® (koeTo noHakora ce Hapuya ¢asa Ha ,npe-
rapAaHe” UM XMNOKMHEeTUYHa AunaTaTMBHa ¢asa) ¢ Texka JIK
AncyHKLMA NpUAPYKeHa OT 3HauUTesHa NpeAcbpaHa AunaTa-
ums npu manka unu nunceawa JIK aunatauyus (,pectpukTnseH”
deHoTmn).?*2 YecTo B TE3U HanpeHanu cTaguy Ma MUTpanHa un
TPUKyCNMAanHa peryprutauma n ymepeHa fo Texkka 6enogpo6-
Ha XMNepToHUA.?%

KapTuHa Ha ocTpa cbpAeyHa HeloCTaTbUYHOCT He ce cpelya
4yecTo, HO MoXe Aa 6bae npoBokupaHa oT aputMmum [MM, Haa-
KamepHa Taxukapaua (supraventricular tachycardia, SVT) unu
NPOAbIIKNTENIHA KamepHa Taxmkapama (sustained ventricular
tachycardia, VT)], ocTpa mutpanHa peryprutauma (Hanp. xop-
JanHa pynTypa uav MHGeKUMo3eH eHAOoKapAMT), MUoKapaHa
ncxemna U MHPapPKT M OT KOMOPOMAHOCTU (Hanmp. aHemmA nUnu
XNepTUpPeonn3bm).

8.2.1. MHBa3MBHW MaHOMETPUYHU N3CNeABaHNA
HevHBasvBHaTa cbpaeuyHa obpasHa AMarHoCTUKa Ao ronsd-
Ma CcTeneH n3MecT CbpAedHaTa KaTteTepusayna B pyTUHHATa

OLleHKa Ha CbpAeyvHaTa PyHKUMA. VIHBa3MBHMTe n3MepBaHMA Ha
BBTPECbPAEUYHUTE HaNAraHWsA MoXe fa 6bfle YMeCTHO, Korato
HeunHBa3vBHaTa CbpfeyHa obpa3Ha AMarHoCTUKa He e JoCTa-
TbyHa 3a oueHKa Ha TexecTTa Ha JIKOUT n npu nnaHupaHe Ha
WHBa3MBHa Tepanua (Hamp. NeyeHre Ha KnanHa 6onecT) 1 Cbp-
Jey4Ha TpaHcnnaHTauus.??’

ﬂpenopbku 3a VHBasBHN XeMmoaANMHaMWUYHU Npoy4YBaHNA

Mpenopbkn Knac? HuBoP 3T

CbppeyHa KaTteTepusauma - 3a
OLUEHKa Ha JNleBOCTpaHHaTa Mu
[leCHOCTpaHHaTa CbpaeyHa GyHK-
uMA 1 M3MepBaHe Ha 6enogpob-
HO-CbAOBOTO  CbMPOTUB/IEHNE
- ce npenopbyYBa Npy NaUMeHTH,
3a KOMTO ce 06CbXAa CbpAeuHa
TPAHCMNAHTALMA UM MEXaHNYHO
nognomaraHe Ha LvpKynauuaTa.

227-229

Mpn CUMNTOMHU MaLMEHTUN C He-
ybeanTeneH pesyntat OT HeWH-
BasviBHaTa 06pa3Ha AvarHoCTuKa
MOXe Aia ce 06Cbav NsABa 1 AsicHa
CbpfieyHa KaTeTepusauua 3a
oLEeHKa Ha TexkecTTa Ha JIKOUT n
3a Aa ce M3Mepy HanAraHeTo Ha
JIK nbnHeHe.

1lb 230

@ Knac Ha npenopbKuTe.
HuBO Ha fOKa3aTeNCTBEHOCT.
€ VI3TOYHMK(LM) NOAKPENALLM NPENopbKUTE.
JIK = neBokamepHo(a); IKOUT = neBokamepHa 06CTPYKLIMA Ha U3XOAHUA TPAKT.

8.2.2. Kappuo-nynmoHanHa pa6otHa npo6a

AKo ce 13BbpWY B Crieymanv3npaHa nabopatopus, Kapamo-
Ny/IMOHaNHWAT PaboTeH TECT C e4HOBPEMEHHO U3MEPBaHEe Ha
AVXaTeNHNTe ra3oBe ocurypsBa o6eKkTMBHa MHPopMauusa 3a
TEXEeCTTa Ha GYHKLMOHANHOTO OrpaHNYeHre N1 MEXaHU3MUTe
My. TA MOXe fia NOMOrHe 3a pasrpaHuyaBaHe Ha XKMI ot ¢usum-
OfIorMYHaTa KamepHa xuneptTpodusa Npu cnopTUCTY 1 Aa fage
ANArHOCTUYHY HACOKM, KaTo HEMPOMOPLUMOHANTHO MOHMXeHVe
Ha NMKoBaTa KWCIOPOAHA KOHCYMaLus U HUCBK aHaepobeH
npar npu nauneHTy ¢ MeTabonuTHM HapylweHna.>"232 Mpun Ha-
JINUMeE Ha YCNIOBYA 3a M3BbPLUBAHETO U KapAMO-NyIMOHaNHaTa
paboTHa npoba c efHOBPEMEHHO U3MEPBaHEe Ha AVXaTeNHUTe
rasoBe Tpsb6Ba Ja ce 06CbHAM KaTo YacT OT HayanHaTa KIMHNY-
Ha OLEHKa, KOraTo NaynMeHTHTe CbOOLAT 3a MPOMAHA Ha CUM-
NTOMaTnKaTa U Korato ce o6CbXa UHBA3VMBHO HaMasleHve Ha
rpagmeHTta npes JIK nsxopeH TpakTt.?32% KapanonynmoHan-
HaTa paboTHa npoba ce NpenopbuyBa NPU BCUYKU MALMEHTU
npeaBUAEHN 3a CbpAeYHa TPaHCNIaHTauns.??

Mpy HEBB3MOXHOCT 3a M3BbPLUBAHE HAa KapAuo-nysamo-
HaneH TeCT C HaTOBapBaHe, KaTo ajTepHaTéBa MOXe fAa ce
M3Nnon3Ba KOHBEHLMOHANHO HaTOBapBaHe Ha TpeaMWa Uu
BENIOEProMeTbp C eJHOBPEMEHHA efleKTpoKapamnorpadusa. 3a
onpepenaHe Ha NPoMsAHaTa B CUCTOSTHOTO apTepranHo Hans-
raHe, KOATO MOXe [ja Aafle MPOrHOCTMYHa UHdOopMaLna (BUXKTe
9.5: BHe3anHa cbpheyHa CMbPT), HE3aBUCKMO OT U3MON3BaHNA
METOA Ha HaTOBapBaHe Ce NMpenopbyBa U3MEPBAHE Ha apTe-
pUanHOTO HansAraHe C MOMOLUTa Ha CTaHAApPTeH CGUrMOMaHO-
Me.r.bp_zze,zy
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MpenopbkKa 3a KapAno-nynMoHanHa pa6oTHa npo6a

Mpenopbku Knac® | Huso /E

Kapavio-nynmoHanHa — paboTHa
npoba CbC CUMYNTaHHO U3Mep-
BaHe Ha pecrnmpaTopHuTe rasose
ce npenopbyBa NpK NaLNeHTH C
TeXxKa CMMNTOMATUKa V1 CUCTONHA
n/vnn puactonHa JIK ancoyHk-
LMA NOANOXEHN Ha OLeHKa 3a
CbpAeyHa TpaHCMAaHTaumMa unm
MexaHWYHO nogrnomaraHe.

233,238

He3aBucvmo oT cumnTomaTtrkara,
KapAmno-nynMoHanHa paboTHa
npo6a CbC CUMYNTaHHO W3Mep-
BaHe Ha PecnVpaTopHUTE ra3ose
(MK, ako He e pa3nonoXeHue,
CbC CTaHJAPTHO HATOBapBaHe C
TPEeAMWN VAW BENIOEProMeTbp)
TpabBa Aa ce 06CbAM 3a OLEHKA
Ha TeXecTTa 1 MexaHn3ma Ha He-
MOHOCVIMOCT KbM HaTOBapBaHWA 1
NPOMsiHa B CUCTOJIHOTO HansraHe.

233,
235-237

HesaBucvmo OT cumnTomaTuKa-
Ta, KapAno-nynMoHanHa paboTHa
npoba CbC CUMYNTaHHO U3Mep-
BaHe Ha pecnupaTopHuTe rasose
(Unu, ako He e pasnonoxeHue,
CbC CTaHAAPTHO HaToBapBaHe C
TPeaMun UM BEeOEProMETbP)
TpsAbBa Aa ce 06CbAM NpU CMMI-
TOMHU NaLMEHTU MOANEXALM Ha
cenTasnHa ankoxonHa abnauma un
cenTasnHa MYeKTOMUA 3a onpege-
NIAHE Ha CTeneHTa Ha orpaHuye-
Hye Ha pU3NYECKMA KanauuTeT.

233-235

@ Knac Ha npenopbkuTe.

HuBO Ha JlOKa3aTeNCTBEHOCT.
€ N3TouHMK(UM) NoAKPeNALM NpenopbKuTe.
JIK = neBokamepHa.

8.3. CuHKon

MprnunHnTe 3a cuHkon npu XKMI1 BkniouBaT xmnosonemus,
nbleH cbpaeyeH 6510K,*° gnchyHKLUMA Ha CMHYcoBKA Bb3en,”
NPoAbMKUTENHA KamepHa Taxukapaua, JIKOUT,* n abHopm-
HU CboBU pednekcn.42%2 NMoHAKora CMHKOMbBT MOXe fia ce
NPOBOKMPa OT NPeACbPAHa apUTMUA C 6bP3 KaMepeH OTroBop,
0CO6eHO NP MHAMBUAM CbC 3amna3eHa NPUACbPAHA GYHKUMA 1
BMCOKM HaNsAraHnsa Ha NbJiHeHe.??*> Bb3MOXHO € fja UMa rnoseue
OT efjHa NPUYMHa 3a 3aryba Ha Cb3HaHWe, BKJIIOUYNTENTHO KOMOP-
OMAHOCTY KaTo enunencus n anaber.?*

CVHKON cnef NpoAb/KNTENHO CTOEHe B NPaBo MONoXKeHve
Ha TOMMO WM MO BPeMe Ha NOCTNPaHAMANHOTO YCBOABaHE Ha
XpaHaTa HacouBa KbM HeBpoO-MeanunpaH (pedpnekceH) cMHKoNM,
0CcobeHo KoraTo e CBbp3aH C rageHe v nospbslyaHe. CUHKOMbBT
npv ycunve uam BeaHara cnep nannutaumm unm rpbaHa 6onka
HacouyBa KbM CbpAeyeH mexaHu3bm.>* [poBoKupyema 06CTpyK-
LMA% TpAGBa fa ce N3KIIUK, KoraTo nauueHTUTe nosyyasar pe-
KypEeHTEH CYHKOM NPU CXOAHN 0O6CTOATENCTBA — HaNpuUMep npu
6bP30 M3KauBaHe Ha CTbrana uin npeHaToBapsaHe. KamepHuTe
apuTMuUK ca HeobryaliHa NpMYKHa 3a CUHKONM, HO TPAGBa fa ce
noAo3upaT cief BHe3amneH npucTbn, 0Co6eHo KoraTo HacTbrBa
B MOKOWN U NPU MUHUMATHO ycunue.

Toli KAMO HEOoBACHUMUAM He-8a308d2a/1eH CUHKON € PUCKO8
akmop 3a 8He3anNHA CvpOeyHa cMopm,*>*4-248 ocobeHo Ko2amo
Hacmw®nea npu Maaou NAayueHmMu ckopo c1ed Nspeama UM OyeH-
Ka,® npoghunakmuyHomo sie4eHue ¢ UMNJIaHmMupyem Kapouosep-
mep Oegpubpunamop (K[, implantable cardioverter defibrillator,
ICD) moxe 0a e nodxodAwo npu nayueHmu ¢ Opyeu npusHayu
Hacoysawu KoM 8UCOK pUCK OM 8HE3AaNHA CMvpm, 00pU U dKO
MexaHU3M®sm HA CUHKONA 0CMasd Heu3ACHeH 8 Kpds HA NbIHAMA
duaeHocmuka. ®akmasm, ye cuHKON®M Moxe 0a 6v0e npuyuHeH
om MexaHu3mu pds/u4HU om KaMepHa apummus 03Ha4aea, ye
nayueHmsm Moxe 0d 0OCMaHe € NosUWEH PUcK om pekypeHmeH
CUHKon cned umnaaaimayus Ha UK/,

MaymeHTn cbe crHKoM TpAGBa AabbaaT nscseaBaHu ¢ 12-Ka-
HasnHa EKT, ctaHgapTeH TecT ¢ HaToBapBaHe B 13MNpaBeHo Noso-
XeHue 1 48-yacoBo ambynatopHo EKI MoHUTOprpaHe 1 ako ce
OTKpUe 6paanapnTMmnA TA TPAOBa Aa Ce NieKyBa B CbOTBETCTBYE
cbe cerawHuTe Mpenopbky Ha ESC 3a kapamoctumynauma.?
Tpsab6Ba fa ce 06CcbAmM paboTHa cTpec-exokapamorpadus, oco-
6eHOo Npu NaumMeHT CbC CUHKOM NPW HaTOBapBaHe WKW C Noc-
TypasieH CMHKOM, 3a pa3kpusaHe Ha JIKOUT.® Mpwn naymeHTn ¢
pPeKypPeHTHN enu30oAM Ha HEeM3ACHEH CUHKOM,KOUTO Ca C HUCHK
puck ot BCC, TpA6Ba aa ce obcban nmnnaHtrpyem EKI moHm-
Top (implantable loop recorder, ILR).2*?° Ama Manko gaHHM 3a
nscnefsaHe ¢ TUAT-TeCT Npu naumeHTn ¢ XKMI, Ho BrcoKkaTa
yecToTa Ha MO3WUTVMBHU TECTOBE MpW MaumeHTn 6e3 aHamHesa
3a CMHKON NOACKa3Ba, Ye TON He e NoneseH 3a PYyTUHHA OLeHKa,

ako HAMa apyru 6enesn Haco4yBalin KbM aBTOHOMEH MeXaHW-
3bM 243,251,252

MpenopbKu 3a 3cnepgBaHe NP CUHKON

Mpenopbkn Knac? Hugo® st

12-kaHanHa EKT, paboTHa npoba
B NpaBo nonoxeHue, 2D n [lon-
Niep exoKapauorpama B MOKow u
npu HatoBapBaHe 1 48-4acoBo
EKI-moHnTOpMpaHe ce npeno-
pbyBaT NPV NaLMNEHTN C HEU3AC-
HeH CMHKONM 3a nfeHTndnLpaHe
Ha NPUYMHKTE 3a TAXHaTa CUM-
nTomaTuKa.

243

MocTaBaHe Ha ILR Tpsab6Ba fga ce
06CbAN NpY NALUEHTU C pPeKy-
PEeHTHU enn3041 Ha HeobACHNM
CUHKONM, KOUTO Ca C HUCBK PUCK
ot BCC

243,250

@ Knac Ha npenopbKuTe.

b Hugo Ha [lOKa3aTenCcTBEeHOCT.

€ VI3TOUYHMK (LK) NOAKPENALLM NPernopbKUTe.

2D = pBym3amepHa; EKI = enektpokappuorpama; ILR = mmnnaHtupyemo-
TO YCTPOWCTBO 3a HenpekbcHaT EKI 3anwuc (implantable loop recorder);
BCC (SCD) = BHe3anHa cbpaeyHa cmbpT (sudden cardiac death).

8.4. Mannutauuvn

MHoOro nauveHT! ce onfiakeaT OT NannuTaumn,'® npruurHe-
HU OT CUMNTOMHU CbPAEYHUN CbKPaLLEeHNA 1 KaMepHa eKTomnus.
Mpoab/MKUTENHUAT €nn30A Ha CbpuebueHe npoabIKaBally
rMoBeye OT HAKOKO MVHYTMW YeCTO Ce MPUYMHABa OT HafKamep-
Ha apuTmuA. MNpu NauMeHTr ¢ YecTn NannuTauun Tpabea aa ce
Hanpasu 48-4acoBa ambynaTopHa enekTpokapguorpapua.?02>3
AKO He Ce yCTaHOBM NpUYKHa, MOXe Aia ce o6cbam ILR.2°
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MpenopbKu Npu nannuTauumn

MpenopbKu

Mpwn naymeHTV ¢ YyectT unu no-
CTOAHHW NannuTaunmn ce npeno-
pbuBa 48-uacoBo EKI-moHUTO-
pupaHe 3a naeHTUPMKaumMa Ha
Hali-BepoATHaTa NpuYmnHa.

250, 253

MocTaBsiHe Ha ILR moxe pa ce
06CbAN NPU NAUMEHTU C YecTn
nannuTauum, Npu KOWTO He ce
ngeHTnduLMpa npuunHa cneq
npoabmkmMTenHo EM-moHuTOpM-
paHe.

250

@ Knac Ha npenopbkuTe.

b Huso Ha [lOKa3aTeNCTBEHOCT.

€ N3TOuUHMK(UM) NOAKPENALM NpenopbKuTe.

EKI = enektpokapauorpama; ILR = uMnnaHTMpyemoTo yCTPOMCTBO 3a Henpe-
KbcHaT EKT 3anuc (implantable loop recorder).

8.5. Ponsa Ha enekTpo$U3NONOrMYHOTO
n3cnepBaHe

PYTUHHO NMpUOXeHNe Ha eNeKTPOPMN3NONOrNYHN U3CefBa-
Hua (EOW, electrophysiological studies, EPS) npn nauneHTn
CbC CMHKON WAW CUMMNTOMY HAacouBallM KbM apUTMUA He ce
npenopbyBa. EOW ca nokasaHu npu naumneHTy c nepcmctupa-
a N peKypeHTHa HafiKkamepHa Taxukapaua (npeacbpaHo

I1penop'bKv| 3a EJ'IEKTPO¢III3IIIOJ10I'VI"IHO n3cnepBaHe

Mpenopbkn Knac® Huso UsT

MHBa3MBHO enekTpodusmonorny-
HO M3CneABaHe ce MpernopbyBa
npy NauMeHT C AOKYMEHTMpaHa
nepcucTMpalia WamM pekypeHTHa
HafikamepHa TaxvKapgus (npeg-
CbpAHO TpenTeHe, NpeAcbpAHa
TaxuKapaws, aTpro-BeHTPUKYap-
Ha HOAanHa PUEHTPW Taxukap-
[US, TaXUKapanu MeauvpaHn ot
[OMbSIHATENHA  aTPUO-BEHTPUKY-
napHa Bpb3Ka) UM Npy NauueHTm
C KamepHa npeekcumTauma ¢ uen
naeHTNdUKaLWA 1 IeYeHmre Ha no-
[aTnviB Ha abnauua cybcTpar.

249, 254,
255

MHBa3vBHO ~enekTpodusvonoryy-
HO V3CrieiBaHe MOXe Aa ce 06Cban
NPy 136paHN NaLVeHTUN C AOKYMeH-
TVpaHa CUMMNTOMHa MOHOMOpPdHa
npoabmKkuTenHa (>30 s) KamepHa
TaxuKapaya ¢ uen naeHtndmkaumus
1 eyeHie Ha NoaaTIvB Ha abnaums
cybcTpar.

256,257

MHBa3nBHO eneKkTpodu3nonory-
HO U3CnefBaHe C MporpamupaHa
KamepHa CTUMynauus He ce mpe-
MopbyBa 3a PUCKOBA CTpaTUUKa-
LA Ha BHe3amnHa CbpAeyHa CMbpT.

@ Knac Ha npenopbKkuTe.
H1BO Ha fOKa3aTencTBEHOCT.
€ V3TOYHMK(UM) NoAKpPenALM NpenopbKiTe.

TpenTeHe, NpeACcbpAHa TaXUKapAua, aTpMo-BEHTPUKYNapHa
HOJanHa PUYEHTPU TaxMKapamna, Taxmkapanum obycioBeHn oT
LOMbIIHATENIHA aTPUO-BEHTPUKYNapHa Bpb3Ka) U Npu nauu-
€HTU C JaHHW OT APYr¥ HEWHBA3VBHW N3CNeBaHNA HacouYBa-
WM KbM CMHO-aTpuanHa 6onect nunu AV 6n0ok.24%2>* EnekTpo-
buU3ronornyHN n3cneaBaHnA ca NoKasaHy U NPY NaLNeHTU C
KaMepHa npeeKkcuuTayma 3a uaeHTndrLMpaHe 1 nekyBaHe Ha
nojaTtnue Ha abnayma cybctpaTt.?>> MHBasmBHO EOU moxe pa
ce 06CbAN Npu U3bpaHM NaLMeHTN C JOKYMEHTpPaHa CUMI-
TOMHa MOHOMoOpdHa npoabKkuTenHa (>30 s) kKamepHa Ta-
XVKapanA 3a naeHTndurLmpaHe u nekyBaHe Ha NofativMB Ha
abnaunA apuTMoreHeH cybcTpart.2>62%7

9. JleyeHMme Ha cMMNTOMaTUKaTa
N YCIIOXKHEHNATa

B oTCcbCTBME Ha ronemMmn paHgomMu3nMpaHu N3NUTBaHus,? gap-
MaKoJsiorMyHaTa Tepanusa ce npuiara Ha eMnupryHa OCHOBA
3a nogobpsABaHe Ha PYHKLMOHANHWA KanauuTeT, HAMansaBaHe
Ha CMMNTOMAaTMKaTa W Npeana3BaHe oT 6onecTHa nporpecus.
Mpu cumnTomHn nauymeHTn ¢ IKOUT yenta e nogobpsBaHe Ha
cMMNTOMaTMKaTa C MOMOLLTa Ha JlIeKapCTBa, XMPYyprus, anko-
XOJIHa abnauunsa unu nencrpaHe. Tepanuata Npu CMMATOMHMN
nauyneHtn 6e3 JIKOUT e dokycmpaHa BbpXy NeYeHUeTo Ha
apPUTMUKNTE, NMOHMXKaBaHe Ha HanAraHuATa Ha JIK nbnHeHe n
fleyeHne Ha aHrunHaTta. MNMauneHTn ¢ nporpecupawa JIK cuc-
TONHA UM AnacTosiHa AncoyHkuus pedpakTepHa Ha MeamnKa-
MEHTO3Ha Tepanus MmoraTt Aa 6baaT KaHAMAaT 3a CbpaeyHa
TpaHcnnaHTauus.

9.1. JleBoKamepHa 06CTpyKUuA
Ha NU3XOAHMNA TPaKT

Mo obwjo cvenacue JIKOUT ce depuHupa kamo eOHOMOMeHMeH
nukog [lonnep epadueHm 8 JIK usxodeH mpakm =30 mm Hg, Ho
Kamo npaz 3a UHBA3UBHO JledeHue ObUKHOB8eHO ce npuemam
cmotiHocmu =50 mm Hg.

lNoBeyeTo NayMeHTN C MaKCManeH Nan NPoBOKMpPaH rpa-
aneHT B JIK nsxogeH TpakT <50 mm Hg TpabBa fa ce nekysat
B CbOTBETCTBME C NpernopbKuTe 3a HeobcTpyKTUBHA XKMI,
HO NPV MHOTO ManbK 6poi M3bpaHu cnyyau c rpagueHTu B J1IK
n3xopeH Tpakt mexay 30 n 50 mm Hg v nnnca Ha apyru Bu-
OVMW MPUYMHYM 332 CMMNTOMaTKKaTa MoXKe fia ce 06CbAMN UHBaA-
3MBHa peAyKumMA Ha rpajneHTa, BbApekn AnncaTta Ha AaHHU
npwv Tasu rpyna naymeHTn.

9.1.1. O6wWM mepKn

Bcnukn naymeHTtn ¢ JIKOUT TpsbBa fa nsbareat gexuapara-
LUMA 1 NpeoMepHa KOHCYMauusa Ha ankoxon, a Tpsbsa fa ce
HaCcbpuu M peayKuua Ha TenecHOTo Ternio. ApTepuanHu u
BEHO3HV Auniatatopu, BKIOUYUTENHO HUTpaTn n docdopmec-
Tepasa Tnn 5 nHxnubutopwu, morat Aa 3acunat JIKOUT n Tpab-
Ba MO Bb3MOXHOCT fla ce 136AreaT (BUXKTe CbLUO fleyeHne Ha
XUNepTOHUATa, pasgen 12.2).2*¢ HoBOTO AN NOLWO KOHTPONU-
paHoTo MM (AF) moxe fa 3acunm cMMNTOMUTE MPUYNHEHN OT
JIKOWUT un Tpabsa fa ce nekyBa CBOEBPEeMEHHO Ype3 Bb3CTa-
HOBABaHe Ha CUHYCOBMA PUTBM UM KOHTPOJ Ha KamepHaTa
yecToTa.??® [IurokcnH Tpsbea fa ce u3bsrea npu nauyeHTn ¢
JIKOUT nopagyu NO3UTUBHUTE CU MHOTPOMHU epeKTn.?>®
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MpenopbKu 3a leyeHne Ha NeBoKamepHa 06CTPYKLMA Ha
N3XOO4HUNA TPAKT: 06I.I.llll MepKu

Mpenopbkn Knac® | Hueo® N3t

ApTepuviasHi 1 BEHO3HW Aunata-
TOPU, BKMIOUUTENIHO HUTPATU 1
docdoavectepasHn MHXMGUTOPYN
TpAbBa Aa ce N36ArBaT, ako e Bb3-
MO>KHO, Npu naumeHTn ¢ JIKOUT B
MOKOW AN NPW NPOBOKaLKs.

258,260

Bb3cTaHOBsIBaHE Ha CMHYyCOBUA
PUTBM UM CbOTBETEH KOHTPON
Ha YyecToTaTa TpsAbBa fa ce 06-
CbAU NPU NALNEHTN C HOBOBB3-
HUKHaNOo W Hefobpe KOHTPO-
JIMPaHO NPeACcbPAHO MbXAeHe
npean fa ce B3emar npensuj
VHBa3MBHY Tepanun.

261,262

[urokcmH He ce npenopbyBa
npu nauymeHTn ¢ JIKOUT B nokon
VAW NpY HaTOBapBaHe.

259

@ Knac Ha npenopbKkuTe.

b Hugo Ha [loKa3aTenCcTBEHOCT.

€ V3TOYHMK(UM) NOAKPENALIM NPeNopbKITE.

JIKOWUT = neBoKamepHa 06CTPYKLMA Ha U3XO[HNA TPAKT.

9.1.2. MepukameHTO3Ha Tepanus
Mo ob6uwo cbrnacme, nayneHTn cbec cumntomHa JIKOUTce ne-
KyBaT MbpBOHaYaNiHO C He-CcbAopaswupaBawm B-610Kkepu
TUTPUPaHM A0 MaKCUMalHa ToneprpaHa A40o3a, HO NpoyyBa-
HUATA CpPaBHABALM Pa3MyHM B-610KepU ca MHOTO MarskKo.
Manku n npegMMHO PeTPOCNEKTUBHU NPOYyYBAHUA NOACKA3-
BaT, Ye NepopaNHUAT MPOMNPAHOJION MOXe Aa MPeMaxHe unu
Hamann JIKOUT B nokon n npu npoBoKauua 1 fa gosege fo
obneKyaBaHe Ha CMMMTOMAaTMKaTa.?s3-2%> EQHO npoyuyBaHe
nokasa nopobpeHa drsmyecka N3gbpXKANBOCT U NOTHCKA-
He Ha HaflkaMepHWUTe U KaMePHUTE apUTMUM NMPU NaLnueHTn
neKyBaHM CbC COTanon.e

Ako B-6nokepnTe MPUNIOKEHN CaMOCTOATENIHO Ca He-
edeKTMBHU, MOXe (aKo e oCcTbMeH) Aa ce fobaBu Ansonupa-
MWL TUTPUPAH LO MaKCMMaHO NoHocuma Ao3a (0bukHoBe-
HO 400-600 mg/neH).%”2%¢ ToBa aHTUAPUTMUYHO CPELCTBO
oT Knac IA moxe ga npemaxHe 6a3anHuTe rpagueHTU Ha
HansAraxe B JIK n3xopeH TpakT 1 ja nofgobpu NOHOCMMOCTTA
KbM HaToBapBaHe U GYHKLVOHaNHUA KanayuTet 6e3 npo-
APUTMUYHU edeKTM UM NOBULLABAHE Ha PUCKA OT BHe3amnHa
cbpAeyHa CMbpT.272%¢ [1030-NUMUTHPALLUTE aHTUXOJSINHEP-
FMUYHU HeXXenaHu epeKTu BKITIOYBAT CyXOTa B 0UUTE 1 yCTaTa,
3aTPYAHEHO YPUHUPAHE UNY PETEHLUNA 1 KOHCTUMaLma,2%728
B nepmopga Ha noBulaBaHe Ha fjo3aTa TpAbGBa fa ce cneam
kopurupanHuat QT-unTtepsan (QTc) m ako TOM HaaXBbBPIU
480 ms po3ata ce Hamanaga. luzonupamunp TpsAbBa Aa ce ns-
6sArea Npv NaLUUEHTHY C rAayKOMa, NPy MbXKe C NPpoCcTaTU3bM
1 NpU NauMeHT B3eMalyu pyru NeKapCcTBa, KOUTO yabJXKa-
BaT QT-uHTepBan, KaTo ammofapoH n cotanon. usonupa-
MWL MOXe Aa ce M3MnoJi3Ba B KOMOUHaUus ¢ Bepanammn.2®
[wn3sonupamunpg TpAbBa Aa ce M3Non3Ba C NOBUILEHO BHUMA-
HVe Npu NaUMeHTU C — UAN CKIOHHU KbM — 1M, npu KouTo
neKapcTBeHOTO nofgobpeHne Ha AV NPOBOAMMOCT MOXe Aa
YyCKOPU KamepHaTa yecToTa.

Bepanamun (HauanHa gosa 40 mg Tpu NbTW OHEBHO A0
Makcumym 480 mg AHEBHO) MOXe Aa ce M3MOoM3Ba, Korato

3-6nokepuTe ca NPOTUBOMOKA3aHN UNN HeePeKTUBHU, HO €
HeobXoANMO CTPUKTHO HaboAeHVe NPY NaLMeHTU C TeXKa
o6¢cTpyKLMA (=100 mm Hg) nnm NoBMILEHO CUCTONHO HanA-
raHe B 6enogpobHaTa apTepua, Tbil KaTO MOXe @ NPOBO-
Knpa 6enoppobeH epem.?®® KpaTKOTpPaHOTO MNepopasHo
NpUNoXeHne MoXe Aa NOBUWKN pabOTHMA KanauwuTeT, Aa
nopo6pu cumnTomaTuKaTta 1 ja Hopmanusupa unm nogobpu
JIK pnactonHo nbfHeHe 6e3 HapyllaBaHe Ha CUCTOJHaTa
byHKLMA.20273 TTopo6HN AaHHU ce yCTaHOBABAT 3a AWNTUA-
3em (HayanHa gosa 60 mg TPW NbTU LHEBHO A0 MaKCUMYM
360 mg AHeBHO)?* n TpsabBa ga ce 06CbAM NPU NaLUeHTU
C HEMOHOCKMMOCT WM MPOTUBOMOKa3aHWA 3a B-6nokepwu
n Bepanamun. Hudepnunuu v apyru gUXMAPONUPUAUHOBYK
KanuneBmn aHTAaroHNCTY He Ce NpenopbyBaT 3a NIeYeHre Npu
J'IKOVIT'275,276

BpumkoBY unn TMasngHyu AUypeTruLn B HUCKa f[03a MO-
rat ga 6bAaTt M3nNon3BaHU BHUMATENHO 3a nofobpABaHe Ha
ancnHeaTa cBbp3aHa ¢ JIKOUT, Ho e BaKHO Aa ce usberHe
XUnososiemus.

BeTa-6nokepu Tpab6Ba fa 6bAaT 06CHAEHMN NPU HOBOPO-
neHu n geua ¢ JIKOUT, a orpaHnyeHnTe gaHHM 3a Bepanamun
CbliO MOACKA3BaT, e TON MOXe fja ce m3nonsesa 6esonacHo
npuv geua.?”? Hama paHHK, Ha 6a3aTa Ha KOMTO Aa ce Hanpa-
BAT crneundryHM Npenopbku 3a Tepanus ¢ Au3onupamung
npu geua. MeagnkaMeHTO3Ha Tepanua Moxe Aa ce o6cban
npv 6e3CMMNTOMHU AW NTEKO CUMNTOMHUN MNTafeXun N Bb3-
pacTHu, kouto umat JIKOUT B nokon nnm npm NpoBoKaumna n
nesonpeacbAHa gunaTauus.

B pedoku cnyyau, nayueHmu ¢ mexka nposokupyema JIKO-
UT mo2zam 0a ce npedcmasam ¢ xunomoHus u 6en00pobeH
edeM, KOUMO HANOO06A8aM MUOKAPOHA ucxemus. Pazno3Ha-
8aHemMo HA MAkaga cumyayus e 8axHo, msl KAMO ynompe-
6ama Ha 8azodusamamopu U NO3UMUBHU UHOMPONHU cpeo-
cmea 8 me3su csiy4au moxe 0a 6v0e Xusomo-3acmpawasawa.
Bmecmo mosa, nedeHuemo ce CeCmou om nepopasiHu Uu i.v.
B-610Kepu u 8a30KOHCMpPUKMopu (Hanp.geHuneppuH, mema-
PAMUHOJ U HopenuHegpuH).

lMpenopbKu 3a MeANKaMeHTO3HO neyeHne Ha JIKOUT

Mpenopbkn Knac? Hugo® U3t

He-cbpopaswwmpsBaiym B-6nokepu
TUTPUPaAHN [0 MaKCMManHa To-
nepupaHa po3a ce npenopbyBaT
KaTo Tepanuvs Ha MbpBM 136op 3a
nopobpsBaHe Ha CMMTOMaTVKaTa
npwv nauveHtn ¢ JIKOUT B nokoi
wnm npu nposokauwmsd.

263, 265,
267,268

Bepanamun TuTprMpaH A0 Mak-
cMmanHa TonepupaHa Aosa ce
npenopbyBa 3a nopobpsABaHe
Ha cMMnTOMaTMKaTa Npu nauu-
eHTn ¢ JIKOUT B nokon nnu npu
I'IpOBOKaLlVIFI,d KOWTO He noHacAT
WA UMaT NPOTUBOMNOKa3aHnA 3a
3-6nokepw.

268,
270-274

[nsonvipamung TMTPUpPaH [0 Mak-
CcrManHa TonepupaHa aosa® ce
npenopbyBa B JOMb/IHEHVE KbM
3-6nokep (Mnu, ako ToBa He e
BB3MOXKHO, C Bepanamun) 3a rno-
fobpsABaHe Ha cMMMITOMaTMKaTa
npu naunenTn ¢ JIKOUT B nokow
nnm npu I'IpOBOKaLlMHd.

267,268
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[insonupamug TUTpUpaH Ao Mak-
CUMasiHa TofieprpaHa 403ae MoXe
[la ce 06CbAM KaTo MOHOTepanus
3a nopobpsiBaHe Ha CUMMTOMa-
TMKaTa npu naumeHtn c JIKOUT
B MOKOWN mnn npu I'IpOBOKaLWIﬂd
(HaToBapBaHe WM MPUAOM Ha
Bancansa) C NOBULLEHO BHUMaHMNe
Npw NaLUMEHTU C — UK CKITIOHHOCT
KbM - [1M, Npv KoMTo TO MOXe Aa
YCKOpM KaMepHaTa yecToTa.

267

B-Bnokepy  wnu  Bepanamun
moraT Aaa 6baaT o6cbAeHn npu
Oeua 1 6e3cMMNTOMHN Bb3pacT-
HU ¢ JIKOUT B nokow unu npwu
nposokauua® 3a HamansBaHe Ha
NIeBOKaMepHWTe HanAaraHus.

272

Huckn posn 6prmMKoBU nnu Tn-
asugHu auypetuum morat Aa
6bAaT M3Non3BaHU C MoBuLIe-
HO BHUMaHWe Mpu CUMMMTOMHA
JIKOWUT 3a HamansiBaHe Ha gucn-
HeATa npu ycunue.

[vnTtasem TUTPUpPaH JO MaKcu-
MasiHa TonepupaHa fo3a Tpsabea
fa ce obCcban NpW CUMNTOMHMU
nauvenTn ¢ JIKOUT B nokoi unm
npwv nposon(aum,d KOWTO He Mno-
HaCAT U MAT NPOTUBOMOKa3a-
HUA 3a B-60Kepu 1 Bepanamun
C uen nopgobpsABaHe Ha CUMATO-
MaTumKaTa.

274

MepopanHu unu i.v. B-6nokepu n
Ba30KOHCTPMKTOPU TpAbBa fa ce
06CHAAT NPU NALNEHTU C TEXKa
nposokupyema JIKOUT c xunoto-
HUA 1 KINUHKKA Ha 6enogpobeH
efem.
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@ Knac Ha npenopbKkuTe.

HuBo Ha foKa3aTencTBeHOCT.
€ N3TOUHMK(UM) NoAKPenALM NpenopbKuTe.

MNpoBokauwA ¢ npuinom Ha Bancansa, HaToBapBaHe B 3MPaBEHO MONOXe-
HVe 1V NepopanHnN HATPaATM NMPU HEBb3MOXXHOCT 3a HaTOBapBaHe.
€ B npoueca Ha TUTpUpaHeT Ha Au3onMpamug TpAbsa aace cneam QTc UHTep-
Ba/bT 1 ako TON HaaxBbpnn 480 ms fo3aTa ce HamanABa.
JIKOWUT = neBoKamepHa 06CTPYKLMA Ha U3XO[HNA TPAKT.

9.1.3. MHBa3MBHO NeyeHne Ha IeBOKaMepHaTa
06CTPYKUMA Ha U3XOAHUA TPAKT
Mpu 6e3cuMnNMOMHU hayueHmMu HAMA OdHHU 8 nNooKpena Ha
ynompe6a Ha uHeasusHuU npoyedypu 3a HamanasaHe Ha JIK 06-
CMPYKYUA HA U3XOOHUA MPAkm, He3asucumMo om mexxecmmau.
MNHBa3MBHO neyeHne 3a HamanABaHe Ha JIKOUT Tpsabea ga
ce 06CHAM NpY NauMeHTn ¢ rpagneHT Ha JIKOUT =50 mm Hg,
yMepeHa [0 TeXKa cMMnToMatuka — GyYHKUWOHaneH Knac
-1V no NYHA (New York Heart Association) — n/unu peky-
PEHTEH CMHKOM MpU ycunme, BbNpekn MakCcMmManHo Tonepu-
pPaHOTO NeKapCTBEHO feyeHre. B HAKOW LieHTpoBe MHBa3NB-
Ha Tepanusa ce 06CbKAA NPU NaLMEHTN C leKa CUMNToOMaTrKa
(knac Il no NYHA), Konto nmaTt rpagueHT B MOKOW WM Mak-
CcMMarneH NpoBoOKMpaH rpagueHTt =50 mm Hg (npw HaToBap-
BaHe unu Bancanea) n ymepeHa Ao TexKa CBbp3aHa cbc SAM
muTpanHa peryprutauma, MM (AF)unmn ymepeHa fo Texka ne-
BOMpeAcbphHa AnnaTaunsa, HoO Masko AaHHW NOAKPEenAT Ta3n
npakTmka.”’’

9.1.3.1.  Xupypeus

Hait-uecTo n3BbpLUBaHaTa XMPYpryHa Npoueaypa, KoATo ce 13-
non3ea 3a NieyeHre Ha JIKOUT, e KamepHa cenTanHa MUEKTOMUA
(npouepypa Ha Morrow), Npu KOATO B 6a3anHua cenTym nog aopt-
HaTa K/ara ce NpaBu NPaBObIrb/eH yiel, KONTo OCTUra AUCTAHO
nof MACTOTO Ha KOHTAKT MeXy MUTPAIHOTO MaTHO 1 cCenTyma.?’®
ToBa BOAM A0 NpemaxBaHe Wiy 3HAUYUTESTHO HaMasABaHe Ha rpa-
avenTuTe B JIK nsxopeH TpakT B Hag 90% OT cyvanTe, Hamanssa
cBbp3aHaTa cbc SAM MuTpanHa peryprutauua 1 nogobpssa pa-
60THUA KanauuteT U CUMNTOMaTUKaTa. ObarotpaiiHa nonsa no
OTHOLLIEHVE Ha cMMToMaTMKaTa ce noctura npm 70-80% ot nayu-
EHTUTE NPU ObJITOCPOYHA NPEXMBAEMOCT CPaBHUMA C Ta3n B 06-
LwaTa nonynauua.?°-** MpepgonepaTBHY AETEPMUHAHTY 3a JOOBP
ObAroCpoYeH U3Xo[ ca Bb3pacT <50 roguHu, neBonpencbpaeH
pa3mep <46 mm, vnca Ha NPeACbPAHO MbXKAEHE U MbXKI Nos.2

OCHOBHUTE XNPYPTUYHM YCIOXKHEHNA ca AV HopaneH 6ok,
KamepeH cenTaneH fedeKT ¥ aopTHa peryprutauua (aortic
regurgitation, AR), HO Te He ca YecTu B crneuranm3npaHn LieH-
TPOBE K3MON3BaLy NHTPaoNepaTUBHO HacouBaHe ¢ TEE,286.288.289
Mpv eAHOBPEMEHHO HanMuve Ha CPefHOKYXMHHA 06CTPYKLMA,
CTaHAapTHaTa MUEKTOMMA MOXe fa Obae paswmnpeHa ANCTasHoO
[l0 cpefiaTa Ha KamepaTta OKOJ10 OCHOBaTa Ha NanuiapHUTe Myc-
KyN1, HO flaHHMTE 3a ePUKACHOCTTa U bArOCPOYHUA U3XOA NP
TO3U NOAX0[ Ca OrpaHnyeHn.?*

EQHOMOMEHTHa KnamHa Xxupyprua e Heobxoauma npu
11-20% OT naumMeHTUTe Noanexawmn Ha muektomua.™ Mpu na-
LUMEeHTN C M3pa3eHa efIoHraumMa Ha MUTPAHW MiaTHa u/vunm
yMepeHa [i0 TeXXKa MUTpasHa peryprutaunsa centaaHaTta MUeK-
TOMUA MOXe [la ceé KOMOUHMPA C eflHa WIW HAKOKO JOMbJIHU-
TeNHW Npoueaypy, BKIIOUUTENIHO NPOTe3MpaHe Ha MUTPanHaTa
Knana, 3aiHO-rOpPHO NPeYCTPOCTBO Ha NanuIapHUTE MycKynu,
yacTMYHa eKcumsmsa 1 Mobunmsauua Ha nanuaapHUTe MyCKy-
NN, NAVKaUMA Ha NPefHOTO MUTPAIHO MAaTHO U eKCTeH3MA Ha
npefHOTO MAaTHO C NMoMoLyTa Ha 06paboTeH C rnyTapangexus
nepuKapAeH nay, KOMTO NOACWIBA CpeAHaTa YacT Ha MiaTHO-
T0.2°1-2°* ENOHIPaHOTO NPefHO MUTPASHO N1aTHO GraronpuAT-
CTBa M3BbPLUBAHETO HA M/1acTMKa Ha MUTpanHaTa KJjiana BMecTto
npoTesnpaHe.?*> XvpyprnyHata CMbPTHOCT NPV MUEKTOMUA C
WHTEPBEHLMA Ha MUTPaJTHaTa Klana e OKosno 3-4%,294296.297

9.1.3.2. CenmanHa askoxosiHa abaayus
B cneumnannsnpaHm LeHTpoBe Ce N3BBbPLLBA CENEeKTUBHO UHXe-
KTMpaHe Ha ankoxos B cenTanHa nepdopaHTHa apTepusa (Mnu
MOHAKOra Apyru paskNoHeHUs Ha NnABaTa NpefHa AecleHeHT-
Ha KOpOHapHa apTepus) 3a Cb3fjaBaHe Ha NIoKanum3MpaH cenra-
JIeH LMKaTPUKC, KOETO BOAW A0 KNUHMYEH pe3ynTaT nogobeH Ha
XVPYyprusaTta no oTHOLWeHMe Ha pefyKumMATa Ha rpagueHTa, no-
[OOpPEeHNeTo Ha cMMNTOMaTMKaTa 1 PaboTHMA KanaunuTteT.?%8-302
MmaBHOTO HedaTanHo ycnoxHeHne e AV 6nok npu 7-20% oT na-
LMeHTUTe, a NpoLleypHaTa CMbPTHOCT e NofgobHa Ha Tasu npu
N30MMpaHa MrekTomms, 229303

lMopadu pazHoobpazuemo 8 Ha4YuHa Ha KPBBOCHABOABAHE HA
cenmyma, npedu UHXeKmupdHe Ha asIKOX0J1 e 8aXXHO 0a ce Hanpa-
8U exokapouozpagus ¢ KOHmpacmupaHe Ha Muokapod. AKo ce
ycmaHosu HampyngaHe Ha KOHMPACMHO 8eujecmeo He camo 8
6a3anHusA cenmym OKOJI0O U 8 MOYKAMA HAa KOHMAakm mexoy cen-
myma u MumpasHomo njaamso, npoyedypama mpabea 0a 6soe
ommeHeHa." "3

B kaTeTepu3aunoHHaTa nabopatopus He ce npernopbyBa
WHXeKTVpaHe Ha rofieMu KonmuyecTBa ankoxosl B MoBeuye OT
e[lHO CenTasHO pPa3KJIOHEHUe C Lefl HaMansaBaHe Ha rpajueHTa,
TbI KaToO € CBbP3aHO C BUCOK PUCK OT YCNOXHEHNA 1 enn3oamn
Ha apuTMKnA.>%
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Mma cbobLyeHns 3a anTepHaTVBHN METOAN NPU MaTbK 6poi
NaLveHTn, BKIIOUYNTENIHO TEXHUKN HA HeaslkoxosiHa cenTasnHa
embonusauua (Kkonnose,**3% yactuuy NOAMBUHUA aNKOXOJHA
nsHa,>” ynaHoakpunat®®) n aupeKTHa eHLoKaBMTapHa abnauusa
(papnodpekBeHTHa, KpuoTepanusa).>31° Te3m antepHaTUBHU
MeTOAM He Ca CPAaBHEHU NPAKO C APy CENTANHW PEAYKLNOHHN
Tepanuu 1 Hama Ny6nnKyBaHV AaHHK 3a n3xofa/6e3onacHocTTa
B A'bJITOCPOYEH MaH.

9.1.3.3.  Xupypaus vs. ankoxonHa abnayus
Bcuyku nayueHmu mpsabea 0a ce oyeHA8am om onumMHuU Mysimu-
OUCYUNIUHApHU MuMoge npedu UHMepB8eHYUsl.

MN360pbT Ha Tepanus TpAbBa Aa ce Hanpasu Ha 6a3aTa Ha
CUCTEMHa OLleHKa Ha aHaToMMATa Ha MUTpanHaTta Knana v cen-
TYMa, KOATO BK/IIOYBA BHUMATEHO W3KIIOUBaHE Ha ApYrn aHo-
Manuu Ha JIK n3xofeH TpakT U MuUTpanHaTta Knama Hanarawm
XVPYpPruyHo nevyeHune. O630p Ha K/YOBMTE MOMEHTU B Mpe-
JonepaTrBHaTa OLeHKa e nokasaH BbB ¢ueypa 5. CenTanHaTta
abnauuns moxe ga 6bae no-cnabo edekTUBHa NpPY NaLUEHTU
c obWmMpHa UMKaTpmU3aLmsa Ha cenTyma ycTaHoBeHa cbC cAMP
1 NpY NaLMeHTV C MHOFO TeXKa xunepTtpodus (=30 mm), HO
NINNCBAT CUCTEMHU AaHHW. [0 NPUHLMM, PUCKBT OT KaMepHO-
cenTaneH aedeKT cnep cenTasiHa asikoxosHa abnauma u centan-
Ha MMEKTOMMUA e NO-BUCOK NPW NaLMeHTU C Nieka xuneptpodusa
(€16 mm) B ToukaTa Ha KOHTaKT MUTPanHO niaTHo-cenTym. B
nofo6HW ciiyyan moraT Aia ce o6CbAAT anTepHaTUBU, KaTo [BY-
KYXUHHO nencmpaHe (BvxTe 9.1.3.5: [IBYKYXMHHO nencupaHe)
WNY NNacTUKa/npoTesnpaHe Ha MUTpanHaTa Knana.

JlunceaT paHAOMU3MPAHWM M3NUTBAHWA CPaBHABALUU XU-
pyprua un centanHa ankoxonHa abnauua (CAA, septal alcohol
ablation, SAA), HO HAKOJIKO MeTa-aHa/n3a ca nokasanu, ye un
BeTe npouenypu nopobpasat GYHKUMOHANHUA CTaTyC npu
CX0AHa npouefypHa cMbpTHOCT.?"'3'* CenTanHaTta ankoxonHa
abnauma n cebp3aHa C NO-BUCOK pUCK oT AV 650K M3MCKBaLL,
MMM@HTaUuA Ha NOCTOAHEH MelNCMeNKbp U MO-BUCOKM OC-
TaTbyHM rpagneHTn B JIK nsxomeH Tpakt.3"'"* 3a pasnuka ot
MUEKTOMUSATA, MOBEYETO NaLUMeHTn pa3BmBaT No-CKOPO AeCeH,
OoTKONKOTO NAB 6eapeH 6nok cnep CAA. Puckst ot AV 6nok
cnep XUpyprusa 1 ankoxosnHa abnayma e Hai-B1COK Npu naum-
eHTM C NpejLwecTBalla NnpoBoAHa 6onect, nopagn KoeTo uma
npenopbKy 3a NpodunakTMyHa UMMIAHTaLUUA Ha NOCTOAHEH
nencmenkbp.’”

OnepaTUBHUAT NleTaNUTET Ha CenTanHaTa MUEKTOMUA Mpu
Jeua B cneurannsnpaHn LeHTpoBe e < 2%.2% PeunpgneupaHe
Ha JIKOUT m3unckBawo peonepauma ce cpewa pAafKo, OCBEH
npu ManKky gela u HoOBOPOAEHW, Mopafn TEXHUYECKN OrpaHu-
YeHUs Ha peseKuuMATa U NPorpecus Ha MMoKapaHaTa xunep-
Tpodusa. CentanHaTa aikoxosiHa abnayma e cnopHa npu geua,
MAagexu 1 MAaanu Bb3pacTHU, Tbil KaTo NUMNCBAT 4bArOCPOYHM
JaHHW 33 KbCHUTe edeKT OT MUOKAPAHUA LUMKATPUKC B Te3n
rpynu 1 nopaan TeXHNUYECKUTe TPYAHOCTK, a NOTeHUManHuTe
puckoBe OT npoueaypaTta Npy No-mManky feua v neneHayeta
ca no-ronemu.

MpenopbKu 3a cenTanHa peayKUNOHHa Tepanus

Mpenopbku Knac® | HusoP NsT

MpenopbyBa ce cenTanHu pe-
AYKUMOHHU Tepanua fa ce Wn3-
BbPLUBAT OT ONUTHMW onepaTopwu
paboTelyy KaTo YacT OT eKcrep-
TeH MyNTUAMCUMUMANHAPEH TUM
3a neyeHue Ha XKMI1.

148, 149

CentanHa pepyKUMOHHa Tepa-
nvA 3a NogobpsBaHe Ha CUMMTO-
MaTMKaTa ce npenopbyBa Npwu
naumeHtn ¢ JIKOUT c rpagueHt
B MOKOW MAN NpWY MakcMmasnHa
nposokauua =50 mm Hg, konTo
octaBat B NYHA ¢pyHKUMoHaneH
knac lll-1V, Bbnpekn makcuman-
HaTa TonepupaHa MeAuKameH-
TO3Ha Tepanus.

311-314

CenTanHa peAyKuMOHHa Tepa-
nua Tpabsa fa ce o6CcbAM Npu
NauyneHTN C peKypeHTeH CUHKOM
npu ycunune npuunHeH ot JIKO-
WT c rpapneHT B NOKOW Unm npu
MaKCManHa nposokauua =50
mm Hg, Bbnpekn ontumanHaTa
Me[JMKaMeHTO3Ha Tepanusa.

240,316

Mo-ckopo cenTanHa MMeKTOMuSA,
oTkonkoto CAA ce npenopbuBa
npv NauyuMeHTn C rnokasaHua 3a
centasHa peayKUMOHHa Tepa-
nyA N 4PYrn nesnmn Hanaralym xu-
pypruyHa uHTepBeHuMA (Hamp.
nnactuka/npoTesmpaHe Ha MUT-
panHaTa Knana, WHTepBeHLUn
BbPXY NanuaapHyu MycKymn).

295

Mnactmka wnu  npoTte3mpaHe
Ha MuTpanHata Knana Tps6sa
fa ce o6CbAM MPU CUMMMTOMHU
nauneHtn ¢ JIKOUT c rpagueHT
B MOKOW MAN NpW MakcMmasnHa
nposokauua =50 mm Hg n yme-
peHa [0 TeXKa MUTpanHa peryp-
rmTaums, KoaTo He € NPUYMHEHA
efInHCTBeHO oT SAM Ha muTpan-
HaTa Knana.

291-294

Mnactmka wnu  npoTte3upaHe
Ha MuUTpanHaTa Kfana Moxe
fJa ce o6CbAM MPU CUMMITOMHU
nauneHtn ¢ JIKOUT c rpagueHt
B MOKOW MW NpWM MakcMmasHa
nposoKauna =50 mm Hg n mak-
CcMMasnHa cenTanHa gebenviHa 16
mm B MACTOTO Ha KOHTaKT Ha
MUTPASHOTO MNaTHO CbC CenTy-
My WAN KOraTo MMa ymepeHa Ao
TeXKa MUTpajiHa peryprutayma
cnep u3onnpaHa MUeKTOMUA.

296, 317

@ Knac Ha npenopbkuTe.

HnBO Ha fOKa3aTeNCTBEHOCT.
€ N3TOoUHMK(UM) NoAKpenALWM NpenopbKuTe.
MM = npeacbpaHo MbxAaeHe; XKIM = xunepTpoduuHa Kapamommonatus;
JIN = naBo npeacbpane; JIKOUT = neBokamepHa 06CTPYKUMA HA U3XOLHWA
TpakT; NYHA = New York Heart Association; CAA = cenTasniHa ankoxosHa abna-
uma; SAM = systolic anterior motion (CMCTONHO ABUXEHMe Hanpen).

9.1.3.4.  W3uckeaHusa 3a MuHUMasneH 6poli npouedypu

KakTo npu Apyrn nHBasuBHM NpoLesypu, o4akBaHUTe pesyi-
TaTU OT XMpypruATa U ankoxonHata abnauma ca no-gobpu B
LieHTPOBe, KbAETO Ce U3BBbPLLBAT ronAam 6pon npoueaypw. B oT-
CbCTBME Ha cneunduyHN JaHHW, NpenopbKuTe 3a 6poi uHTep-
BEHLMM Ha LEHTHP 1 onepaTtop ca ekCTpanonvmpaHu ot Apyru
cuTyaummn. PasyMHO M3UCKBaHe 3a MUHMManeH 6poii ciyyam e
10 CAA n 10 cenTanHM MMEKTOMUMN Ha OMepaTop 3a efHa rogm-
Ha. TpabBa fa nMa noBeye OoT eAUH 06yUeH onepaTop 1 3a BeTe
npouenypw, 3a Aa ce ocurypu 6e30nacHOCT 1 MOCTOAHCTBO Ha
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VNHTEPBEHUMOHHNTE nporpamu. HacbpuaBa ce cbbupaHeTo Ha
JaHHW Ha HaUWOHANHO HUBO U MOAADBPXKAHETO Ha NPOCMNEKTUB-
HU PerncTpu ¢ uen npocieasBaHe Ha 6€30MacHOCTTa U KNNHWY-
HUMA n3xoa.

Xupyp3ume u kapouosio3ume, KOUMO U38BPWBAM UHBA3UBHU
2padueHm-pedyyupauju mepanuu mpaéea 0a 6s0am obyyeHu 8
cneyuanu3upaHu yeHmpose u mpsabga oa pabomsm Kamo yacm
om MyZImuouUYUNIUHAapeH ekun c ekcnepmusda 3aedeHue Ha XKMIT.

9.1.3.5.  [IsyKyXuHHO nelicupaHe

Tpy manku paHgoMmsnpaHmn nnauebo-KoHTpoAnpaHy npo-
yuBaHVA Ha [BYKYXUHHOTO NelcupaHe U HAKONKo obcepsa-
LMOHHWN NPOYyYBaHNA AOKNAABaT 3a peayKuus Ha rpagueHTmuTe
B JIK n3xofeH TpakT M pasfiMyHa cTeneH Ha nopgobpeHne Ha
CMMNTOMATMKATa U KauyecTBOTO Ha XuBoTa. 318322 PeTpocnek-
TUBHUAT NOATPYNOB aHanu3 B €4HO M3NWTBaHe MOACKa3Ba, e
Nno-Bb3pacTHUTE NauueHTn (>65 roanHy) NMaT No-rofiemMu LWaH-
coBe 3a nofobpeHune.?' EgHo npoyuyBaHe cpaBHABa npsako CAA
C neicMpaHe 1 AeMOHCTPYPa NO-roNAMO HamaneHue Ha rpaau-
eHTa npu abnauma.’? CkopolueH KoxpaHoB 0630p npaBu N3Bog,
Ye flaHHMTe BBPXY Non3ata oT nencupaHeTo ce 6as3mpart Ha dpu-
3MONOMMYHN M3MePBaHUA 1 IMNCBa MHbOPMaUMA 3a KINHUYHO
NPUNOXUM n3xog.>2*

MocTosAHHO AV cekBeHLMaNHO nencrpaHe ¢ Kbc AV nHTep-
BaN MOXe Ja ce 06CbAN NPY CUMMATOMHUN Bb3PaCcTHY NaLUneHTH,
KOWTO Ca HeNnoAxXoAALN 3a — MW OTKa3BaT — APYrv UHBAa3VBHY
cenTanHy pefyKUMOHHW Tepanuuu 1 Npu naunveHTn ¢ Jpyru
nokasaHus 3a nericupaHe. Mapametpute Ha necrmpaHe TpabBa
[a ce oNTMMM3KMpPaAT 3a MOCTUraHe Ha MaKCUMasHa npeekcumTa-
umA Ha [IK Bpbx Npy MUHMMaNHoO HapylaBaHe Ha JIK nbnHeHe
(KOeTo TMNUYHO ce NocTrra Npu ceHsmpaH AV nHTepBasn B NOKOM
100+30 ms).>?* 3a ga ce oCUrypu MbJIHO KAMEPHO 3axBallaHe Mo
Bpeme Ha ycunue, TpAbBa Aa Ma Bb3MOXHOCTY 3a AUHAMMYeH
nencupaH AV rHTepBan 1 NporpaMmmpaHaTa ropHa rpaHuua Ha
yecToTaTa TpAbBa Aa 6be No-BMCOKa OT Hall-B/COKaTa CMHYCO-
Ba YyecToTa AOCTUrHaTa Npu ycunme.* Mima npeanoxeHus 3a AV
HofanHa abnauus nnm moandrKauma KaTo MeTop 3a NocTuraHe
Ha onTumanHo AV nporpammpaHe npu HAKOW NaLmMeHT C MHOTo
KbC P-R nHTepBan, Ho T4 He ce NpenopbyBa.>?

MpenopbKy OTHOCHO MOKa3aHUATa 3a CbpAEYHO nencu-
paHe Npu NaLneHTn c 06CTpyKLUA

Mpenopbkn Knac? Hugo® nsr

CekBeHumanHo AV newicupaHe
c onTumaneH AV wuHTepBan 3a
HamansfBaHe Ha rpagueHTa B
n3xogHMA TpakT Ha JIK wnn 3a
noanomMaraHe Ha MeAVKameHTO3-
HOTO NneyeHue ¢ B-6nokepu u/vnm
Bepanamun Moxe Aa ce obcban
npwv n3bpann naunerTn ¢ JIKOUT
=50 mm Hg B nokon wan npu
NPOBOKaLMA, CYHYCOB PUTBM U
pedppakTepHa KbM MeAUKaMEHTH
CYMNTOMATVKa, KOUTO UMaT Npo-
TUBOMOKa3aHWA 3a cenTanHa an-
KoXonHa abnauma unm centanHa
MUEKTOMUA WM Ca C BUCOK PUCK
OT pa3BWTUe Ba CbpAeYeH 650K
cnep cenTanHa ankoxosHa abna-
LMA UKW cenTanHa MUeKTOMUA.

268,
318-322

Mpn  nauveHtn ¢ JIKOUT
250 mm Hg B nmokon unu npu
NpoBOKaLuA, CUHYCOB PUTBM ”
pedpakTepHa KbM MeAUKaMEHTH
CMMMNTOMaTUKa, MPU KOUTO MMa
nokasaHuaA 3a UK moxe pa ce
ob6cban aByKyxuHeH UK (Bmec-
TO YCTPOWCTBO C eAUH enekTpos)
3a HamanABaHe Ha rpajaveHTa
B M3XOA4HUA TpakT Ha JIK nnn 3a
noanomaraHe Ha MeAnKameHTO3-
HOTO NeyeHme ¢ B-6nokepu u/mnu
Bepanamu.

268,
318-322,
327

@ Knac Ha npenopbKuTe.

HvBO Ha fOKa3aTeNCcTBeHOCT.
€ N3TOUHNK(UM) NoAKpensaLWn NpenopbKuTe.
AV = aTpuoBeHTpuKynapeH(Ho); K[ (ICD) = nmnnaHTupyem Kapauoseptep
nedvbpunatop (implantable cardioverter defibrillator); JIK = nsBa kamepa;
JIKOWUT = neBokamepHa 06CTPYKLMA Ha U3XOAHUA TPAKT.

Vma v anTepBaTMBHI/AOMbAHUTENHM 06ACHEHMA
3a cumMnToMaTnKata?

ﬁ

«3aTnbCTABaAHE

« PecnpatopHa 6onect

« KopoHapHa apTepuasnHa 6onect

« AHemms

« TupeovaHa 6onect

« Aputmua (Hanp. M)

« HexenaHu nekapcraeHy epektin

+ CuctemHa Gonect (Hanp. amunonaosa)
« [IKOUT

‘ KaKbB € MexaHu3mbT Ha 06CTpyKumATa?

!

« CBbp3aH cbc SAM
« CpefjHOKyX1HHa 06CTPYKUWA
« Cy6aopTHa membpaHa
+ AopTHa CTeHo3a

Ha MycKyn
+ AKLIECOPHa MUTPa/IHA KNanHa TbKaH

OueHKa Ha byHKUNATa Ha Knana

y

+ MutpaneH nponanc
« [lpyrv aHomanum Ha MK

OueHKa Ha pasnpoCTPaHEHNETO 1 TeXecTTa
Ha xunepTpodusTa

MuH\ManHa npegHo-cenTanHa aeGennHa
17mm

Ourypa5: Anroputbm 3a NpefBapuTesiHa OLeHKa Npu NaumMeHT obCbKAaHy 3a MHBa3MBHA CenTafiHa pefyKLUMOoHHa Tepa-
nuA. MM = npeacbpaHo mbxaeHe;MK = mutpanHa knana; AKOUT (RVOTO) = gecHokamepHa 06CTPYKLMA Ha U3X0A-
HuA TpakT (right ventricular outflow tract); SAM = systolic anterior motion (crcTonHO ABUXKEHWE Hanpes).
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9.2. JleBOKamepHa CpefHOKYXNHHa
06CTPYKUMA N anMKaiHN aHeBPU3MHM

JIK cpeHOKYXMHHa 06CTpyKLMA ce cpelya B npnbnusutenHo 10%
oT nauymneHTute ¢ XKMI1.328,329 lMNpwn naumeHTn CbC CpeHOKYXUH-
Ha 06CTPYKLMA MMa TEHAEHLMA KbM M3pa3eHa CMMTOMATHKa 1 B
peauua NpoyyBaHnsA Te ca MOKa3anu MoBWLLEH PUCK OT nporpe-
cMpalla CbpheyHa HefocTaTbyHOCT 1 BCC 32330 MpubnusntenHo
25% oT naumeHTUTe nmat cbllo JIK anvkanHa aHeBpU3Ma, KOATO B
HAKOM Cepun e CBbP3aHa C MO-BUCOKA CbPAEUYHO-CbI0Ba CMbPT-
HOCT.29328329331 MaymeHTw ¢ JIK cpefHOKYXMHHa 06CTPyKLMA TPAG-
Ba Aa 6bJaT ieKyBaHU C BUCOKM 03U B-6nokepw, Bepanamun uim
OUNTra3em, HO OTFOBOPBT € YecTo cybonTimaneH. MambKk onur,
Hali-Beue OT eIVHNYHU LeHTPOBE, MOACKA3Ba, Ye CcpefHoKamep-
HaTa 06CTPYKLVMA MOXe fia 6bae obnekyeHa C TpaHCaopTHa MUEK-
TOMUSA, TPAHCANUKaNeH Noaxof Win KOMOUHUPAHW TPAHCAOPTHU 1
TpaHCcanuKaaH1 NHUM3MKM C AO6BP KPaTKOCpoUeH nsxop,. 332333

JIK anvikanHv aHeBpr3MU camui No cebe v PAAKO Ce Hy»KAanT
OT neyeHve. Manko Ha 6pol NauveHTy pa3BMBaT MOHOMOP®dHa
KamepHa TaxvkapAusa CBbp3aHa CbC CbCeAeH anuvKaNieH LuKaT-
PUKC, KOWTO MOXe [a e NoAaT/IMB Ha KapTupaHe 1 abnayua, 3334
Pagko Moxe fia Ma TPOMOU B aHEBPM3MATa, KOETO Hanara AbJi-
rocpoyHa aHTuKoarynaumsa.>*>3 [aHHuTe CBbP3BalYU aHeBpU-
3MUTE C MOBULLIEH PYCK OT BHE3amMHa CMbPT Ce CBEXAAT 10 MaJIKK
cepun n3bpaHn nauneHTn.” MpodurnakTMyHa UMNNAHTaLUA Ha
VK[ He ce npenopbyBa B OTCbCTBME Ha APYrW KIMHUYHY 6enesu,
KOWUTO HacouBaT KbM nosuLeH puck oT BCC (BuxTe pasgen 9.5).

9.3. JleyeHue Ha cMMNTOMATUKAaTa
npu nayneHTn 6e3 neBoKkamepHa
06CTPYKLMNA HA N3XOQHUA TPAKT

9.3.1. CobppeyHa HeAOCTAaTbUYHOCT

9.3.1.1.  JlekapcmeeHa mepanus

O6WMAT NOAX0A KbM JIeUeHMEeTO Ha CbpheyHaTa HeloCTaTby-
HOCT e MoKasaH BbB ¢pueypa 6. MNpy naumeHTy ¢ AUCNHesA, Hop-
ManHa I® n 6e3 gaHHu 3a JIKOUT B nokoin nnm npu npoBoKauus

MpenopbKu Npu NauveHT CbC CbpAevYHa HefoCTaTbu-
HOCT 1 3anaseHa JIK nstnackBauya ¢ppakuyua (=50%)

Mpenopbkn Knac® | Huso® /EL

Mpn nauneHT ¢ dyHKUMOHaNeH
knac ll-IV no NYHA n N® > 50%
6e3 paHHu 3a JIKOUT B mokon
VAU Npu NpoBoKauus TpsabBea fa
ce 06cbanT B-6nokepu, Bepana-
MU MAN AUNTHA3eM 3a NOA06PSA-
BaHe Ha CMMNTOMUTE Ha CbpAey-
Ha HeAOCTaTbYHOCT.

274,338

Huckn po3m 6pumKoBM u Tua-
3UAHW Anypetuumn Tpabea pa ce
06CHAAT NPY NALUNEHTN C GYHK-
umoHaneH knac lI-1V no NYHA un
N® > 50% 6e3 paHHu 3a JIKOUT
B MOKOW WAV MpW NMpOBOKauus
TpsAbBa Aa ce 06CHAAT 3a NOfO-
6psABaHe Ha CUMNTOMUTE Ha Cbp-
[leyHa HeOCTaTbYHOCT.

@ Knac Ha npenopbKkuTe.

b Hugo Ha [lOKa3aTeNCTBEHOCT.

€ VI3TOYHMK(LM) NOAKPENALIM NPENopbKITE.

N® = n3tnackeawa ppakums; JIKOUT = neBokamepHa 06CTPYKLMUA Ha USXOAHNA
TpakT; NYHA = New York Heart Association.

LienTa Ha fiekapCTBeHaTa Tepanusa e HamansaeaHe Ha JIK guacton-
HW HanAraHua n nofobpseaHe Ha JIK nbiHeHe upe3 3abaBsHe Ha
CbpAeyHaTa yecToTa ¢ 3-6/1oKkepu, Bepanamui Uim guntrmasem
(npeanHo Ha ¢oHa Ha ambynaTopHo EKI MOHUTOpUpaHe) 1 BHY-
MaTefiHa ynotpeba Ha 6pMMKOBY AnypeTuum. BbactaHoBsBaHe-
TO Ha CYHYCOBUA PUTBM WM KOHTPONTBT Ha KaMepHaTa YecToTa
UrpasT raBHa pona Npwv NauneHTn, KOUTO UMAT NOCTOAHHO U
yecTn NnpucTbnu Ha MM (BukTe MNpeacbphHa TaxMapuTMms, pas-
aen 9.4), Ho AUrOKCUH He ce NpenopbyBa NpPW NauMeHTn CbC 3a-
naseHa N®, nopagn noteHunanHuTe HeGNAronpUATHN edpeKkTn
Ha Mo3MTMBHaTa UHOTPOMHA CTUMYNaLmMa. >

CbBCceM Manko NpoyuBaHusA m3cnefBaTt edekta OT UHXM-
6UuMATa Ha PEHUH-aHTMOTEH3VH-aNA0CTepPOHOBaTa CUCTeMa
(PAAC, renin-angiotensin-aldosterone system, RAAS) npv nauu-

MpenopbKy Npy NALMEHTV CbC CbpAeYHa HefoCTaTby-
HOCT 1 noHmKeHa JIK nstnackBawa ppakuus (<50%)

Mpenopbku Knac? HuBo® N3t°

ACE niHxnbuTtop (unv APB, ako uma
HernoHocnmMocT KbM ACE MHXn6um-
Topy) TpAbBa Aa ce o6CcbAN npu
naymeHTtn 6e3 JIKOUT, kouTto umat
JIKN® <50%, 3a HamansBaHe Ha
pucka ot xocnutanusauma 3a CHn
OT NpeXAeBpeMeHHa CMbPT.

337

3-bnokep Tps6Ba Aa ce 06cbAY B
ponbsiHeHne KbM ACE nHXu6uTO-
pa (unn APB, ako UMa HenoHocu-
mocT KbM ACE mHxnbutopm) npu
nauueHTn 6e3 JIKOUT, kouTo nmat
JNIKND <50%, ¢ uen nopobpsiBaHe
Ha cUMnTOMaTVKaTa M HamansBaHe
Ha pvcka OT XOCnuTanu3auma 3a
CH v oT npexzeBpemMeHHa CMbpT.

337

Huckn po3m 6prmkoBu guype-
T™Mun Tpabea aa ce o6CHAAT npu
CYMMTOMHM NaLMEHTM C GYHKLMO-
HaneH knac ll-IV no NYHA n IKN®
<50 3a nogobpsABaHe Ha CUMMTO-
MaTvKaTa 1 HaMansaBaHe Ha pucka
oT xocnuTtanu3sauma 3a CH un ot
npexxaeBpemeHHa CMbpT.

337

Mpn BCUYKM MaLMEHTU C Mepcnc-
Tvpalla cumnTomatvka (GyHKuUmo-
HaneH knac l1I-IV no NYHA) n JIKU®
<50% - Bbnpeku neveHneto ¢ ACE
NHXV6UTOP (Mnn APB, ako 1ma He-
noHocmocT KbM ACE nHxmbutopu)
1 3-6nokep - TpsbBa Aa ce 0b6cbAN
MWHEPANKOPTVKOVAEH — pPeLenTo-
peH aHTaroHucT (MPA) 3a Hamans-
BaHe Ha pu1cKa OT XocnuUTanm3aumns
3a CH 1 npexaeBpemeHHa CMbPT.

337

Hucka po3a aurokcvH moxe aa ce
06CbaM 33 KOHTPO/ Ha CbpAeyHaTa
YyecToTa npu nauyeHTn 6e3 JIKOUT,
KouTo ca C ¢yHKUMOHaneH Knac
1I-IV no NYHA u umat VO < 50% n
NOCTOSIHHO NPeACHPAHO MbXKAEHE.

337

@ Knac Ha npenopbkuTe.

HuBO Ha loKa3aTeNncTBeHOCT.
€ VI3TOUHMK(LM) NOAKPENALLM NPernopbKUTe.

Mopaawv nunca Ha paHaomu3npaHn nnuteaHua npu XKMT1, nonsa no oTHo-

WeHVe Ha XocnuTanM3ayunTe, CMMNToMaTKaTa 1 CMbpPTHOCTTa Ce npuema,
HO He e JoKasaHa.
ACE = aHrmoTeH31H-KOHBepTMpaLL eH3MM;APB = aHrMoTeH3uH pelenTtopeH 6110-
kep; O = n3tnacksawa ppakums; CH = cbpaeyHa HegocTaTbyHOCT; MPA = M-
HepankopTMKoua peuentopeH aHTaroHncT; JIK = neBokamepHa; NYHA = New
York Heart Association.
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eHTn ¢ XKMI.2 B oTCbCTBME Ha paHOAOMM3UPAHU NMPOYYBaHNA
nonsarta oT uHxmbuumata Ha PAAC Bbpxy Xocnutanusauuure,
CMMMATOMaTMKaTa U CMbPTHOCTTa e npeanonaraeMa n ce npe-
nopbyBa NauMeHTn ¢ HamaneHa ® 1 cumnToMn Ha CbpaeyHa
He[OCTaTbYHOCT Ja 6bAAT NeKyBaHU C auypeTnum, B-6nokepwu,
QHTOTEH3UH-KoHBepTMpaLy eH3um (ACE) MHXMbMTOpK, aHrno-
TEH3UH peuenTopHu 6nokepu (APB, ARB) n MrHepankopTrKo-
ng peuentopHn aHtaroHuctn (MPA, MRA) B cboTCTBeTCTBUE C
Mpenopbkute Ha ESC 3a neyeHne Ha XPOHMYHA CbpAeYHa He-
JocTatbyHOCT.?¥ MpenopbyuBaH Npar 3a 06CbXKAaHe Ha Tepa-
nua ¢ PAAC nHxnéutopu e M® <50%, nopaau 3ana3BaHeTo Ha
pa3mepunTe Ha KamepHaTta KyxuHa npu nauyneHtn ¢ XKMIT n Ha-
npepHana CUCToNHa HeAOCTATbYHOCT.>*” OTHOCUTENHO ManKuTe
JIK o6emn 03HayaBaT CbLLUO, Ye HAKOW NaLMEHTN Ha-BEPOATHO
HAMa [a NOHecaT BUCOKM J031 BazogunaTatopu u guypetmun. B
OTCbCTBME Ha 3Haunma JIKOUT moxe fa ce n3non3Ba AUTOKCKH,
CaMOCTOAITESTHO WU B KOMOUHALMA ¢ B-6110Kep, 32 KOHTPOS Ha
YeCcToTHUA oTroBop Npwu nauuneHTn ¢ MM n NO <50%.

9.3.1.2. CopOeyHa pecuHxpoHuU3Upawa mepanus

PernoHanHata xeteporeHHOCT Ha JIK KOHTpaKkuua 1 penakca-
umA e yecta npu nayneHtn ¢ XKMI u JIK anccnHxpoHmna moxe
Ja 6bhe mMapkep 3a HebnaronpusiTHa NporHosa. CbobLeHun
Ha efVHUYHWN CNyYyan 1 eHO KOXOPTHO MpOyyYBaHe MoOKa3Bgar,
Ye CbpAevHaTa pecuHxpoHmsmpawia Tepanua (CPT, cardiac
resynchronization therapy, CRT) moxe aa nogobpu cumntomm-
Te Ha CbpAeYHa HEJOCTATbYHOCT NPU NauneHTn C naB begpeH
6nok (J1bb, left bundle branch block, LBBB) (>120 ms) 1 e cBbp3a-
Ha c 06paTHO pemoaenupaHe Ha NABoTO nNpeacbpave u J1K npu
naumeHTn ¢ HapylweHa JIK cuctonHa dyHkumaA.** Mopaaw nunca
Ha paHaomMusMpaHn nsnuteaHmsa, CPT moxe fa ce o6Cban nNpu
OTAENHW NauneHTn ¢ pedpakTepHa cumntTomatuka, JIK O <50%
n JIBb (wupwrHa Ha QRS >120 ms). MNpwn naumeHTn C pa3BuUTHEe Ha
Texka JIK aucoyHkuma (MO <35%) CPT TpabBa fa ce Npunoxu B
CboTBETCTBME C TeKywuTe MNpenopbku Ha ESC.2#°

MpenopbKu 3a cbpAeYHa peCMHXPOHM3MpPaLLa Tepanusa

Mpenopbkn Knac® HuBo® /EL

CbpfeyHa pecuHXpoHu3Mpalla
Tepanua 3a nopobpsaBaHe Ha
cumnTomaTukKata Moxe pAa ce
o6cbaun npu naumeHtn ¢ XKMI,
MakcumaneH JIKITUT <30 mm Hg, 11 339
MeAVKaMEHTO3HO pedpakTepHa
cMMnToMaTrKa, GeHKUMOoHaneH
knac lI-1V no NYHA, JIKU® <50%
1 JIbb c wnpwrHa Ha QRS >120 ms.

@ Knac Ha npenopbkuTe.

HnBoO Ha loKa3aTeNcTBEHOCT.
€ N3TOUHMK(UM) NOAKPeNALM NpenopbKuTe.
XKMM = xuneptpoduuHa Kapavomuonatus; JIBb = naB 6GepnpeH 6510k;
JIKU® = neBokamepHa n3Ttnacksalla ppakums; JIKTUT (LVOTG) = neBokamepeH
rpagveHT B n3xoaHusa TpakT (left ventricular outflow tract gradient; NYHA = New
York Heart Association.

9.3.1.3.  CopOeyHa mpaHcnaaHmayus

OpToTOMNHa CbpheyHa TpaHCniaHTauua Tpabea Aa ce ob6cbau
npv NauMeHTN C ymepeHa A0 TexKa MeArikaMeHTO3Ho-pedpak-
TepHa cumnTomMaTuka (dyHKumoHaneH knac -1V no NYHA) 6e3
JIKOWT, kouto oTroBapAT Ha CTaHAAPTHUTE BKJIIOYBALLM KpUTe-
pun (BrxTe NMpenopbkute Ha ESC 3a 0cTpa 1 XpoHUYHa Cbpaey-
Ha HepocTaTbuHOCT).>” XKMI1 e oTroBopHa 3a 1-5% OT BCUYKM

npenop'bKM 3a CbpAeyHa TpaHCNIaHTauunA

Mpenopbkn Knac?® Hugo® [7ET

OpToTONHa CbpAeyHa TpaHc-
nnaHTaumsa Tpabea Ja ce 06Cb-
OU NPV NOAXOAAWM MaUUEHTU
c IKN® <50% un cumnTomaTtuka
oT dpyHKUMoHaneH knac -1V no lla
NYHA, Bbnpekn nposeaeHata
onTUManHaTa MeAMKaMeHTO3Ha
Tepanusa, Uan Npw ynopuTa Ka-
MepHa apuTMus.

340, 341,
343,344

OpToTOnHa CbpAeyHa TpaHC-
nnaHTaumsa Tpabea fa ce o6Cb-
OV NPy MOAXOAAWN NAUNEHTHU C
HopmanHa JIKN® (=50%) n Texxka
pedpakTepHa KbM MeaUKamMeH-
™M cumMnToMaTrKka (PpyHKLMOHa-
neH knac -V no NYH) npnun-
HeHa oT AMacTonHa ANCHYHKUNMA.

340, 341,

i1k 343,344

@ Knac Ha npenopbKuTe.
HnBO Ha fOKa3aTeNCTBEHOCT.
€ VI3TOUYHMK (LK) NOAKPENALLM NPernopbKUTe.
CH = cbppeyuHa HepocTaTbuHocT; JIKM® = neBokamepHa nM3TnackBalla ppak-
yms; NYHA = New York Heart Association.

CbpAeYHn TpaHcnnaHTaumm n3sbpwenn B CAL 1 go 7% ot na-
UMEeHTUTE B NINCTaTa Ha YaKalMTe CbpAeyHa TpaHCnIaHTauus B
eBponeiickmTe LeHTpoBe.*** KpaeH ctaguii Ha XKMI ¢ JIK guna-
Tauua U CUCTOJTHA ANCOYHKUMA € HaN-YeCTUAT KIIMHUYEH Npo-
bun Npy Mnagexu u Bb3pacTHY, a eBONOUMATA 10 pedpakTepHa
CbpAeYHa HeOCTaTbYHOCT € No-6bp3a NpU Miaan nauneHTn.>*!
Mpy HEBPBCTHM Aeua MO-TUMUYHA € MacUBHaTa CbpAeyHa Xu-
nepTpodus C Maskyi KAMepPHU KyXuHu n pedpaktepHa guacton-
Ha HeoCTaTbUHOCT.>* OKoMo 5% OT MauVeHTUTe HAaCOYeHU 3a
CbpAeyHa TPaHCMIaHTaLMA MMaT yrnopuTta KaMepHa apuTMus €
unu 6e3 CMMNTOMM Ha CbpAeYHa HeAoCTaTbuHOCT.>* MpexnBsa-
eMOCTTa Cnefy TpaHCnaHTaumsa e nogobHa Ha Tasu npu apyru
nokasaHus n3sbH XKMI u no-gobpa oT Tas3u npu naumeHTn C
ncxemmnyHa 6051ecT Ha CbpLUETOo, NPY MO-HKCKa YeCTOTa Ha OCTPO
OTXB-bpnﬂHe_340,341,343,344

9.3.1.4.  Ycmpolicmea 3a nesokamepHo noonomazaHe

Tolh KaTo 6POAT Ha NaLMEHTUTE CbC CbpAeYHa HeJOCTaTbYHOCT
B KpaeH CTafnin HapacTBa, @ Bb3MOXHOCTUTE 33 AOHOPCTBO Ha
OopraHu ocTaBa OrpaHMYeHo, MexaHn4HaTa LUMpKynaTopHa noa-
Kpena c yctponcTso 3a JIK nognomarane (YJIKI, LV assist device,
LVAD) nnu gBykamepHo nognomaraHe (YOKII, biventricular assist
device, BiVAD) ce n3non3sa Bce MNO-4eCTO KaToO KpaTKOCPOUEH
npexof KbM OPTOTOMHA CbpAeYHa TpaHCMaHTauua npu na-
umeHTn ¢ XKMI1 nnn KpanHa Tepanua npu nuua, KOUTO ca He-
noaxofALWM 3a TpaHCMNaHTaUuA. YCTPONCTBa 3a JIeBOKaMepHO
noarnomMaraHe ce M3Mnon3BaT pPAAKO KaTo MOCT KbM OPTOTOMHA
CbpAeYHa TpaHcnnaHTauua npu nauneHtn ¢ XKMI, T KaTo
ce npuema, Ye mankmute nm JIK KyxvHu n pectpuktmsHata JIK
¢du3mnonorma npeyat Ha MOCTaBAHETO Ha Te3U yCTpoiicTea.’®
MpeaBapuTenHn JaHHM obaye nokasgart, ye nauveHTn ¢ XKMM
B KpaeH CTagui Ha CbpfeyHa HeAoCTaTbuyHOCT 6Mxa Mornu fa
mmart nonsa ot Tepanua ¢ YJIKIN ¢ HenpeKkbCHAT akCcuaneH noTok.
B epHo npoyuBaHe fecHOCTpaHHaTa CbpfeyHa HefoCTaTbu-
HOCT, NPOAbIIKUTENHATA MHOTPOMHA NOAKpPena 1 nHbekymute
Ha LeHTpanHNA BEHO3EeH KaTeTbp ca Mo-4yecTu Mpu NauymeHTy,
Kouto ca nekyeaHu ¢ YJIKI, HO npouegypHaTta CMbPTHOCT e
CpaBHMMa C Ta3un Npy NaumMeHTn C AunaTaTMBHa Kapanomuona-
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TUA N UCXeMrYHa 6onecT Ha cbpueTo.>¢ Heobxoaumu ca Aonbi-
HUTENHW U3CneaBaHNA B Ta3n 0651acT, Ho TepanuaATa ¢ YJIKIM ¢
HenpeKbCHAT akcManeH NOTOK MoXe 6UM [aBa Bb3MOXKHOCT 3a

Moka3saHunA 3a NneBOKaMepHM acuCTUPaLL YCTPONCTBa

Knac®

MpenopbKu

Tepanus c JIKAY (LVAD) c Henpe-
KbCHAT OCeB MOTOK MOXe fa ce
06Ccban nNpy U3bpaHy naumeHTn
C KpaWiHa cTeneH Ha CH, Bbnpekn
ONTUMaNHO GapMaKoNOrMyHO 1
anapaTtHO JieyeHne, KOUTO ca Mo
NPVHUMN MOAXOAAWM 3a Cbp-
JleYHa TpaHCnIaHTauwms, 3a nopo-
6psBaHe Ha CUMMITOMAaTMKaTa 1
HamanABaHe Ha pucKa OT XOCnu-
Tanvsauus 3a Bnowasawa ce CH
N NpeXaeBpeMeHHa CMbpT, A0-
KaTo Yakart 3a TpaHCNIaHTauus.

Huso®

U3t

346

@ Knac Ha npenopbkuTe.
HWBO Ha JOKa3aTeNCTBEHOCT.
€ N3TouHMK(UM) NoAKpenALM NpenopbKuTe.

CH = cbpaeyHa HegocTaTbuHoCT; JIKAY (LVAD) = neBokamepHu acucTvpaiym

ycTpoiicTga (left ventricular assist device).

MOCT KbM TPaHCMIaHTaUMA Npu noaxoaawm naumeHtn ¢ XKMIT.
HAama gaHHM 3a NpunoXeHne Ha Te3n YCTPOMCTBA KaTo BPEMEH-

Ha 1Ny TparHa Tepanua npu nauneHTn ¢ XKMrl.

Mpenopbku npu rpbAHa 60sKa Npy ycunue nNpmv naym-
eHTI 6e3 neBoKamMmepHa 06CTPYKLUNA Ha USXOAHUA TPAKT

Knac?

Mpenopbkn

3-Bnokepu 1 Kanuuesu aHTaro-
HUCTU TNsAGBa Aa ce 06CbAAT 3a
nofobpsABaHe Ha CMMNTOMaTVKa-
Ta NpWU NauMeHTV C aHrMHo-Mo-
[O6HV rpbAHM 6ONKM 1 nnca Ha
JIKOWUT nnun ob6CcTpyKTMBHA KOpO-
HapHa apTepuanHa 6onect.

MNepopanHn HWTpaTM MmoraTt Aa
ce 06CHAAT 3a nofobpsaBaHe Ha
CUMMTOMATUKATa NPW NaLMEHTU C
AHMMHO-NOAOGHN TPBAHY 6ONKK
1 nunca Ha JIKOUT nnu obcTpyk-
TUBHa KOPOHapHa apTepuanHa.

Hugo®

N3t

347-351

@ Knac Ha npenopbkuTe.
HvBO Ha fOKa3aTeNCTBEHOCT.
€ N3TOUHMK(UM) NogKpensAwm NpenopbKuTe.
JIKOUT = neBoKamepHa 06CTPYKLMA Ha U3XOAHWA TPAKT.

CbppeyHa HeloCTaTbYHOCT

[I-IV knac no NYHA
|
JIKOWT 8 nokoi JIKOWT 8 nokoit
IV MPY NPOBOKaLA AW MIPY NPOBOKaLNA
>50 mm Hg <50 mm Hg
l KoHTpon
nm? Ha YecToTaTa/putbma
JleyeHue Ha JTIKOUT I AHTVKOarynauma

!

|

JIKNO >50% JIKN® <50%

B-Bnokepu,
Bepanamenn Bb}fg&?ﬁ;ﬁpm'

WM QUNTHa3eM A
Hucka go3a 5 MMK% -
ST " FT)|/|a3v| HU
1 TUA3UAHN A
AnypeTiL Anypetnun

[la ce 06cban
CbpAeyHa TpaHCMIaHTaLyA

®urypa 6:

ANropuTbMm 3a fleyeHne Ha CbpAeyHa HeJOCTaTbYHOCT Npu XxuneptTpoduyHa Kapanommonatuma. ACEi = ACE mH-

xubutop; MM = npeacbpaHo MmbxaeHe; JIKW® = neBokamepHa n3tnackBaia dpakuus; IKOUT = neBokamepHa
06CTPyKLMA Ha 3XoAHNA TPaKT;MPA = MrHepankopTukougHu peuentopHu aHTaroHnct; NYHA = New York Heart

Association.
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9.3.2. AHrmHa

B-Bnokepw nunm Kanumesmn aHTaroHNCTV TpabBa fJa ce o6CcbAAT
npy NauMeHTV C aHrMHo-nopobHa 6onka npu ycunne mnu 3a
npoab/XnTenHa 6onka npu nunca Ha JIKOUT B nokon unv npu
NpoBOKauuA U Ha OO6CTPYKTMBHa KOpoOHapHa 6onect. Jlekap-
cTBaTa UM OT ABaTa Knaca nopaobpaBaT AnactonHata GyHKLMUA 1
HamanABaT KUCIOPOLHUTE HYXAM Ha MMWOKapAa, a B ciy4yas C
BepanamMun morat fia noaobpAT cTpec-MHAyuMpaHuTe cybeH-
JokapaHu nepdy3noHHn aedekTn.>-3! Mpu nunca Ha JIKOUT
MoXe fAa ce o6CbAM BHUMaTENHa ynoTpeba Ha nepopanHn Hu-
TpaTw.

9.4. [peacbpaHa TaxMapuTMunA

MpeAcbpAHOTO MbXAEHE e Hall-yecTaTa apUTMUA NpW NaymeH-
71 ¢ XKMI. Mpeapasnonarawute ¢pakTopu BKAOYBAT MOBULLIEHO
HanfAraHe v yBenMyeHy pasmepu Ha NABOTO Npeacbpave B pe-
3ynTaT Ha AnacTosnHa aucdhyHkums, IKOUT n mutpanHa perypru-
Tauu. B ckopolueH cnctemeH 0630p 60necTHOCTTa U roAnLLHaTa
3abonsaemoct ot 1M ca cboTBeTHO 22,5% 1 3,1%; 6onecTHOCTTa
1 rogMwHaTa 3abonaeMoct oT TPomMboeMbonn3bM (MHCYNT ©
nepudepeH emb60on13bm) Npu naumenTn ¢ MM ca 27,1% 3,8%.”?
KnuHnYHNTE 0CO6EHOCTM CBBP3aHN TACHO C MapOKCM3ManHO
unn nepmaHeHTHo MM BKnouBaT Bb3pacT 1 neBonpeacbpaHa
avnatauua.’? Jpyru Bb3mMoxHW npeaukTopm Bkaousat JIKOUT,
NPOABIIKUTENHOCT Ha P-BbnHaTa >140 ms B CUrHanHO-ycpeaHe-
Ha EKI, mnapokcusmanHa HKT (SVT), ST-T npomeHn B 6a3anHaTa
efleKTpoKapamnorpama, KamepHm ekctpacuctonu, LGE B cAMP
1N abHOPMEH pe3epB Ha KOPOHapPHMA KPbBOTOK.”? CbobLaBaHM
npeavKTopyn Ha TPOM60eMboNNYHN CHOUTMA Ca NapOoKCM3Man-
HO MM xpoHnyHo MM, Texka cumnTomaTrKa (byHKUMOHaneH
knac lll n IV no NYHA), no-ronama Bb3pacT, NOBULLEH NHAEKC Ha
neBonpeacbpAHMA 06emM, MbXKM MOoM U aHaMHe3a 3a XoCnuTa-
N3aumm No NoBoOA CbpAeYHa He[OCTaTbYHOCT.”?

Toli kKaMo nesonpedcspOHUMe pasmepu ca mpdeH npeou-
Kkmop Ha [IM u uHcynm npu nayueHmu ¢ XKMI, nayueHmu 8 cu-
Hycos pumesm u JI[1 duamemap =45 mm mpabea 0a nposexdam
Ha 6-12 meceya 48-yacoso ambynamopHo EKI moHumopupaHe 3a
mapceHe Ha M.

Manko ca paHHWTe 3a YyecToTaTa M XapakKTEPUCTUKUTE Ha
NpeAcbpAHOTO TPENTeHe 1 APYrn NPeACbPAHU apUTMUK, HO MO
NPVHUMUN NpeACcbpAHOTO MbXaeHe TpAbBa Aa 6bAae nekyBaHo
KOHBEHLIMOHANTHO, @ PUCKBT OT TPOMO0eM60nn3bM ce cunTa ef-
HaKbB ¢ To31 npu MNM.

9.4.1. OcTpo neyeHue

HoBuAT npnctbn o1 [TM yecTo e cBbp3aH C NPOoABM Ha CbpAeYHa
HeJOCTaTbYHOCT 1 MO Ta3u NpuyvHa Tpsabsa Aa 6bae nekyBaH
CBOEBPEMEHHO B CbOTBETCTBME C NpenopbKuTe Ha ESC.26"2%2 Mpn
XEMOAVMHAMMNYHO HeCTabuIHM NaureHTy ce MpenopbuBa Hesa-
6aBHa KapauoBepcua ¢ npae Tok (direct current, DC).%"2%2 Mpn
TEXKM CUMNTOMMW Ha aHrMHa UM CbpfeyHa HeAOCTaTbUYHOCT ce
npenopbyBaT MHTPaBEHO3HN [3-6110Kepy UM aMUOLAPOH.

Mpy XxeMogMHaMMUYHO CTabWIHY NauMeHTH ce npenopbyBaT
nepopasnHu 3-6nokepu v HeIUXMAPONMPUANHOBM KanLuneBu
QHTAroHMCTN 3a 3a6aBAHe Ha KaMepHMA OTroBop KbM [M,261:262
Mpy Hannure Ha NpeekcUMTaLMA HEAUXULPONUPULNHOBU Kar-
LMEBW aHTAarOHUCTY 1 afeHO3MH Ca NPOTMBOMOKa3aHn.?"2%2 [n-
roKCuH TpsA6Ba aa ce n3dsArea npu nauneHTn ¢ IKOUT n Hopman-
Ha N®. Cbwo Taka, aHTMapuUTMUYHN cpeactBa oT knac IC kato
dnekanHng n nponadpeHoH TpsibBa Aa ce U3bAreaT, Tbil KaTo
morart ga yabmxat QRS komnnekca n QT nHTepBana u ga ycko-

pPAT KamepHaTa YyecToTa Nopaan KOHBEPCUA KbM NpefcbphHO
TpenTeHe C KaMepHo NpoBexaaHe 1:1,261262

Cnepl nocTraHe Ha KOHTPOJN Ha yectoTaTta TpAbBa ga ce
06cban nnaHoea DC KapgnoBepcus cneg MAHUMYM 3 ceMrLm
edpeKTMBHaA aHTMKoarynauma [MexayHapogHo HopManun3MpaHo
OTHoWeHue, international normalized ratio (INR) mexay 2,0 n
3,0] c ButamuH K aHtaroHucT (BKA, vitamin K antagonist, VKA).
Ako ce nnaHvpa no-paHHa DC kapgoBepcus TpsbBa aa ce us3-
non3Ba cTpaTerus Ha 6a3ata Ha TEE B CbOTBETCTBYE C MPEnopb-
KuTe Ha ESC, 261262

9.4.2. TMpodunakTuka Ha Tpom60embonnsma
Hacokute Ha ESC 3a npodunakTvka Ha MHCYNTa NPy NaumeHTm C
MM npenopbyBaT NOAXOL OCHOBaH Ha PUCKOBUTE GpakTopw, Npu
KOWTO PUCKBT 3a NaumeHTuTe ¢ HeknanHo MM ce n3umncnaga cbe
CKOpOBa cncTema, nosHata kato CHA DS, -VASc (3acToiHa cbp-
AeyHa HefloCTaTbUHOCT, XUNePTOHUA, Bb3pacT =75 (no 2), anaber,
MHCYNT (No 2), cbaoBa 6onecT, Bb3pacT 65-74, 1 KeHCKK non).26"262

Teli kKamo npu nayueHmume ¢ XKMI kamo ysanio ca no-mnaou
om Opyaume 8UCOKOPUCKOBU 2pynu U He Ca 8KJTOYEeHU 8 KITUHUYHU
usnumeaHus Ha mpombonpogunakmukama, ynompebama Ha
CHA DS -VASc ckop 3a u3yucsifgaHe Ha pucka om UHCysim He ce
npenopwsuyea.

lpedsud sucokama yecmoma Ha UHCYma npu nayueHmu ¢
XKMITu napokcu3masnHo, nepcucmupauwio unu nepmadeHmHo v,
scuyku nayueHmu c MM mpabea 0a 6s0am nekysaru ¢ BKA. [lo
NpUHYUN Ce npenops48a 00XKUBOMHA Mepanus ¢ NepopasIHU aH-
mukoazynaHmu, 0opu U Npu 83CMAHOBABAHE HA CUHYCO8 PUMBM.

[lBe o6cepBaLMOHHN MPOyYBaHWA CbobLaBaT Npu nauu-
€HTW NleKyBaHu C BappapuH Mo-HUCKA YecToTa Ha MHCYyNTa oT
Tasy Npu fleyeHme C aHTUTPOMOOLNTHN cpefcTBa Uy 6e3 Tepa-
nuns.22*3>2 Nopagwn ToBa, TepanmaTa ¢ KOMOUHALMA OT acMpPUH
75-100 mg v knonugorpen 75 mg gHeBHO TpAbBa Aa ce o6cban
CaMo Mpu NauneHTH, KOUTO He ca B CbCTOAHUE UJIN He XKenanAT Aa
B3eMa nepopanHu aHTukoarynantu (oral anticoagulants, OAC).
Mpun npeannceaHe Ha aHTUTPoMbo3Ha Tepanua (¢ BKA nnm ac-
NMPVIH B KOMOVHaLMA C KNONUAOrpen) ce NpenopbyBa oLeHKa
Ha xemoparnyHma puck. Bbnpekn ye HAS-BLED [xunepToHus,
abHopMHa 6bpeyHa/uepHoapobHa GYHKLUMA, MHCYNT, Xemopa-
r’MYyHa aHamHe3a unu npeppasnonoxeHue, nabunHo INR, Ha-
npepHana Bb3pacT (>65 roguHy), efHoBpeMeHHa ynotpeba Ha
fleKapCTBa/aikoxon] CKOPBbT He e oueHABaH Npu nauueHTn ¢
XKMI, Ton nsrnexpaa normyHo cpeacTBo 3a OLleHKa Ha xeMopa-
rmyHmAa puck.>** HAS-BLED ckop >3 nokasBa BWCOK XeMoparu-
YeH PUCK 1 Hanara NoBULWEHO BHUMaHMe C PeJOBHU KIIMHUYHN
npernegm.?"2

Jlunceat gaHHM OTHOCHO ynoTpeb6aTa Ha HOBM MepopasnHU
aHTuMKoarynaHtu (new oral anticoagulants, NOAC) npw naum-
eHTn ¢ XKMI, Ho Te ce npenopbyBaT Npu Heycnex Ha onuTute
3a KopekumAa Ha gosata Ha BKA (INR 2,0-3,0), nopagn HeBb3-
MO>KHOCT 3a NOCTUraHe Ha TepaneBTMYHa aHTMKoarynauma nnm
nonyyaBaHe Ha HexKenaHu peakuun ¢ BKA, nnv npu HeBb3mox-
HOCT 3a NOCeLLeHNA NN KOHTPONHW nscnefsaHuna Ha INR. B tasun
cuTyaumsa ce npenopbyBa AMPEKTEH TPOMOUHOB UHXMOUTOP
(paburatpaH) mnn nepopaneH ¢aktop Xa UHXMGUTOP (Hanp.
puBapokcabaH, anvkcabaH). MpenopbKuTe 3a aHTMKOarynaumsa
npegu 1 cep KapanmoBepcus ca AageH B HacoKnTe Ha ESC, 261262

9.4.3. KoHTpon Ha KamepHaTa YyecToTa

KOHTpONbT Ha KaMepHaTa YyecToTa € MomoLTa Ha B-6nokepu 1
HeaNXUAPOMUPUANHOBN KanuUWEeBM aHTarOHUCTU — CaMOCTO-
ATENIHO U B KOMOUHALMA — Ce NpernopbuBa NpU NaymeHTu ¢
NMapoKCU3MasiHO, NeCUCTUPALLO UV NEPMAHEHTHO M. 261262 |3~



Mpenopbkn Ha ESC

33

60pBT Ha MefMKameHTV TpabBa Aa 6bae MHAMBUAYanW3vpaH
crnopep Bb3pacTTa, HauMHa Ha »KMBOT U CUMNTOMMUTE Ha Cbpaey-
Ha HeJOCTaTbYHOCT, a l03MPOBKaTa CbobPa3eHa C N3NCKBAHETO
[a ce n3berHe cMMNTOMHa 6paankapans, a CbpheyHaTta yectoTa
B nokoun Aa e <100 BPM. AgekBaTHOCTTa Ha YeCTOTHNA KOHTPO
TpsA6Ba fa 6bAe oueHeHa 1 No Bpeme Ha HaToBapBaHe. [Mpu He-
Bb3MOXHOCT 3@ NOCTUraHe Ha OCTaTbYeH KOHTPOJ1 Ha YyecToTa-
Ta MoXe Aa ce 06cban AV HoflaniHa abnauma 1 NOCTOAHHO Nel-
cupane. NMpeasua nvncaTa Ha faHHW 3a ObIrOCPOYHUTE edeKTn
Ha [K neiicupane Bbpxy JIK ¢pyHKuma npm XKMI, n36opsbT Ha
HauuMH Ha nencrpaHe cnef abnauva Ha AV Bb3en Npu nauvieHTn
C nepcucTmpaLyo nuimn nepmaHeHTHo MM Tpsi6Ba Aa CbOTBETCTBa
Ha npenopbkute Ha ESC, ¢ eaHO M3KIOYEHME: NPU NaLUeHTH C
HapyweHa JIK ¢yHkuma (MD<50%) moxe fa ce ob6cbau CPT-M
(CPT c neiicmenkbp, CRT-P).2'252 Mpu nunca Ha 3Hauymma JIKOUT
33 KOHTPOJ Ha KaMepHuA oTroBop npu nauyuneHTtn ¢ MM n NO
<50% moxe pa ce nsnonsea gurokcuH (0,125 mg-0,5 mg o.d.),
CaMOCTOAITESIHO MW B KOMOUHAUMA ¢ B-6rnokep, BbNpekn ve
NNCBaT AaHHW 3a edMKACHOCTTa My B TO3U KOHTEKCT.

9.4.4. KoHTpon Ha putbma

Hama PaHAOMU3NPAHN KOHTPOJNIMPaHW U3NUTBaHNA nlcnenea-
Wy edpeKTa Ha aHTUAPUTMUYHN NeKapCTBa UK paanodpeKBeHT-
HaTa abnauma BbPXY AbArocpoyHaTta npeBeHumsa Ha MM npwu

MpenopbKu npu NpeAcbpAHO MbXKAeHe/npeACbPAHO
TpenteHe

Mpenopbkn Knac® Huso UsT

AKO HAMa NpPOTMBOMOKa3aHuA,
npy NaunMeHT! ¢ NepcucTMpaLLo,
NepMaHeHTHO WM MapPOKCK3-
manHo M ce npenopbuBa ne-
popanHa aHTUKoarynayma ¢ BKA
(npyyenHn ctonmHoctn Ha INR
2,0-3,0) 3a NnpeBeHUVA Ha TPOM-
60embonm3ma.

223,352

Mpu nauyieHTV cNpeacbpAHO Tpen-
TeHe ce npenopbyBa aHTUTPOM603-
Ha Tepanus, Kato Ta3u npu MM,

261,262

MNpu npeanucsaHe Ha aHTUTPOM-
603Ha Tepanus (c BKA nnm c aHTu-
TPOMOGOLUTHN CpeacTBa) TpsabBa
[la ce 06CbAN OLleHKa Ha xemopa-
rnyHuna puck ¢ HAS-BLED.

353

Mpn nayneHTU C HacKopo Bb3-
HUKHano MM Tpa6ea fa ce 06-
CbM BbB3CTAHOBABAaHe Ha CW-
HycoBuA putbM upe3 DC wnn
dapmaKkonornyHa Kkapanosepcus
C HTPaBEHO3EH aMVIOAaPOH.

261,262

3a mocTuraHe Ha PUTbMEH KOH-
TPON 1 NoAABbPXKAHE Ha CMHYCOB
puTbM Cnep Kopaunosepcua ¢ DC
TpA6Ba Aa ce 06CbAN KOPAAPOH.

354

3-Bnokepu, Bepanamun v pun-
Tnasem ce npenopbyBaT 3a KOH-
TPON Ha CbpAevyHaTa YecToTa
npv NauMeHTN C NePMaHEHTO N
nepcuctupalyo MNMv.

261,262

KateTbpHa abnauua 3a npeg-
CbpAHO MbXAeHe Tpsibea Aa
ce obcban npuv nauyueHTn 6Ges
ronsmMa Aunataumsi Ha JiiBOTO
npeAcbpave, KOUTO UMaT Meau-
KaMEHTO3HO pedpakTepHa CUM-
NTOMaTuKa 1 He MoraT Aa B3emat
AHTVAPUTMNYHN CPeaCTBa.

B
357-361

A6nauusa Ha AV Bb3es 3a KOHTPOS
Ha CbpAeyHaTa yecToTa MoXe Aa
ce o6Cban, Korato KamepHarta
YyecToTa He MoXe Aa 6bae KOH-
TponvpaHa C IeKapcTBa 1 Korato
MM He moxe pa 6bae npodu-
JIAKTVMPAHO C aHTMAPUTMUYHA Te-
panus Uy e CBbp3aHo C HEMOHO-
CUMU CTPAHNYHU eHeKTH.

Cnep abnauus Ha AV Bb3en npu
nauuneHTn ¢ JIKN® >50% ce npe-
nopbyBa MMMNIAHTALUA Ha ABYKY-
xvHeH (DDD) neicMenKbp C Bb3-
MOXHOCTM 3a NpenporpamnpaHe
npv NauveHTy ¢ NAapOKCU3ManHo
MM n epHokyxuHeH ((VVIR) nei-
CMeNKbP Npu Te3n ¢ NepcucTn-
paLio nnm nepmaHeHTHO MM.

Mpw naumneHTn ¢ Bcekn Bug MM n
JIKUO® <50% cneq abnauvs Ha AV
Bb3eJ1 MOXe Aja ce 06CHAN UMIMaH-
Tauma Ha nencmenkbp 3a CRT.

Mpwn naumneHTn, KOUTO ca B CUHY-
coB pUTHM 1 1MmaT JIMN arameTbp
>45 mm, Tps6Ba ga ce ob6Ccban
48-yacoBo ambynatopHo EKI mo-
HUTOPUpPaHe Ha BCeKkn 6-12 mece-
Lia 3a oTKprBaHe Ha M.

Mpw naunentn ¢ XKMI n cumn-
TOoMHO MM MoXe ga ce obcbau
abnauvoHHa npoueaypa no Bpe-
Me Ha cenTasiHa MMeKTOMUA.

AHTUTpOMOOLMTAH Tepanua C
acnupuH 75-100 mg nnac Kno-
nuaorpen 75 mg AHeBHO (Mpwu
HUCBK XeMoparnyeH puck). Tpab-
Ba fla ce ob6CbAMW, Korato nauyu-
eHTUTe OTKa3BaT ynoTpeba Ha
BcAKakbB OAC (BKA nnmn NOACs).

KoraTo npu nauneHT ¢ MM He mo-
rat ga ce msnonseat BKA B cbo-
6paseHa po3a (INR 2-3)- nopaaun
HEBb3MOXHOCT 3a NOAABbPXKaHE Ha
TepaneBTUYHa  aHTUKoarynaums,
CTpaHYHU epekTr Ha BKA nnm He-
Bb3MOXHOCT 3a Cra3BaHe Ui 0Cb-
wectBABaHe Ha INR KoHTpon - ce
npenopbyBa AUPEKTEH TPOMOU-
HOB VHXM6VTOP (gaburatpaH) nm
nepopaneH dakTop Xa UHXMouTop
(Hanp. priBapoKcabaH, anukcabaH).

[oxuBoTHa Tepanua ¢ OAC (INR
2,0-3,0), c U3KNIOYEHME Ha ClyYan-
Te c obpaTtrma npuymHa 3a MM, ce
npenopbyBa AOPY ¥ NP Bb3CTa-
HOBABaHe Ha CYHYCOBMA PUTBM.

261,262

261,262

261,262

72

362

363

364,365

261,262

@ Knac Ha npenopbkuTe.

HuBO Ha loKa3aTeNncTBEHOCT.

€ VI3TOUHMK (LK) NOAKPENALLM NPernopbKUTe.
MM = npeacbpaHo MbxaeHe; AV = aTpuoBeHTpukynapeH; CRT = cbpaeuHa
pecnHxpoHu3mpalla Tepanusa (cardiac resynchronization therapy); DC = npas
TokK (direct current); EKI = enektpokapanorpama; HAS-BLED = (hypertension,
abnormal renal/liver function, stroke, bleeding history or predisposition,
labile INR, elderly [>65 years], drugs/alcohol concomitantly) (xvunepToHus, Ha-
pylweHa 6b6peyHa/uyepHOapPObHa GYHKLMA, MHCYNT, XeMoparnyHa aHamHesa
V1 Npeancno3nuns, nabunHm ctorHocTy Ha INR, HanpegHana Bb3pacT [>65
roavHu], efHoBpeeHHa ynotpeba Ha nekapcta/ankoxon); XKMIM = xuneptpo-
duyHa kapguommonatus; INR = MeXAyHapOAHO HOPManM3npPaHo OTHOLLEHME;
JIN = naso npeacbpaune; NOAC = HoB NepopasneH aHTMKoarynaHTt (new oral
anticoagulant);JIK® = neBoamepHa mn3tnackeawa ¢pakuyms; OAC = nepopa-
neH aHTuKoarynaHT (oral anticoagulant); BKA = ButamuH K aHTaroHucr.

nauvieHtn ¢ XKMI. EgHo o6cepBaUrOHHO NpoyyYBaHe MOKa3Bga,
Yye TepanuATa C aM1OLAPOH e CBbp3aHa CbC 3ana3BaHe Ha CUHY-
COBUA PUTHBM 1 MO-MaSIKO MPOMEHN B NleKapCcTBeHaTa Tepanus,
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embonnyHu envsoan u onuty 3a DC Kapguosepcna.®>* Opyru
MoKasBart, Ye Npu NauMeHTy IeKyBaHW pasinyHoO C aMMOapOH,
[B-6nokepu UNK KanumMeBmn aHTaroHNCTN?3% Hama 3HauUMMN pas-
NIMKN B TPaMHOCTTa Ha CMHYCOBUA PUTBM U MPEXNBAEMOCTTA
cnep nbpBuA enusod Ha NM. EgHo KpaTKOTpaHO ABOMHO CNAMNO
npoyyBaHe ¢ NpekpbcTocBaHe (n = 30) AeMOHCTPUpPa NOTHCKa-
He Ha HalkaMepHaTa apuTMKA CbC coTanon.?¢ insonupamup ce
n3nonsea 3a neyeHvie Ha JIKOUT,*” Ho ponATa My 3a MOTWCKa-
He Ha MM npn XKMIT e Hen3BecTHa. HAMa 1 cncteMHn faHHuM 3a
ynotpebata Ha ApoHefapoH npw nauueHTy ¢ XKMI, Ho npeg-
BV CKOPOLUHWTE MPOYyYBaHNA NOoKa3Ballyn HapacTBaHe Ha Cbp-
LeYHO-CbAOBKTE CHOUTUA, BKIIIOUYMTENTHO CbpAEYHO-CbAoBaTa
CMBPTHOCT, TOV He ce npenopbyBa npu XKMI1,2613%6

Marnko faHHM 1Ma 3a KaTeTbpHaTa abnauua npu MM npwu na-
uneHTn ¢ XKMIM,37-3¢" Ho TexHMKaTa TpA6Ba Ja ce ob6cban npu
nauuneHT 6e3 TexKa neBonpefcbpaHa AunaTtaums, KOUTo ca ¢
MeLVIKaMeHTO3HO-pedpaKkTepHa CMMNTOMATUKa UAW He moraT
[la B3eMaT aHTUapuTMnyHmn cpeacTaa.®’ CpeHOCPOUHO 3aabp-
XKaHe Ha CYHYCOB PUTBM Ce NMoCTUra B A0 67% OT ciiyyamnTe; 736!
HeycrnewHoTo noTnckaHe Ha [IM e cBbp3aHoO C NneBonpeAcbpA-
HUTE pa3mepu 1 Nno-rofisiMaTta Bb3pacT.?” 358

9.5.

loBeyeTo CbBpEMEHHM Cepun OT Bb3pacTHY nauymeHTn ¢ XKMI
06ABABaT roaguLLeH CbpeYHO-CbAoB netanuteT 1-2%, a OCHOB-
HWTe NpUYMHK 3a cMbpTTa ca BCC, cbpaeyHa HeOCTaTbUYHOCT
n Tpomboembonunsbm.*® Han-uecto permcrtpupaHata ¢atan-

BHe3anHa CbpAeyYHa CMDBPT

Ha apUTMKA € CMOHTAHHO KamepHo MbxaeHe (KM, ventricular
fibrillation, VF), Ho ce onuceat u acuctonusa, AV 6510k 1 6e3nyn-
COBa eNeKkTpuyecka akTUBHOCT. 239367371

9.5.1. OueHKa Ha KINHUYHNA PUCK

OueHkaTa Ha pucka ot BCC e nHTerpasnHa 4acT oT KIMHUYHOTO
nosepeHwue. fonAMO KoNMUYecTBO JaHHU MOKa3BaT, ye Npu mna-
JEeXNM 1 Bb3pacTHN prcKoBaTa OLleHKa TpAbBa Aa BK/OYBa Knu-
HMYHa 1 bamunHa aHamHe3a, 48-yacoBa ambynaTtopHa EKT, TTE
(nnun cAMP B cnyyait Ha now exorpadcku nposopeL) v CUMATOM-
nMMUTUPaHa paboTHa nNpoba. KNMHUYHU Npu3HaLmM CcBbp3aHn ¢
nosuwweH puck ot BCC 1 n3non3BaHn B NPeAULLHM NPenopbKy
3a OLleHKa Ha pu1cKa ca NnokasaHu B Tabnuua 7

9.5.2. Mogenu 3a nsuncnaBaHe Ha pucka ot
BHe3arnHa cbpgeyHa CMbpT

M3nuTBaHMA npu Opyru cbphAeyHo-cbhoBu 6Gonectn no-
Ka3BaT, ye MMnnaHTaumaTa Ha MK/ 3a nbpBMYHaA 1 BTOpPUYHA
npodunakTka Moxe fa HaMannm CMbPTHOCTTA;*#23% nparbT Ha
pucka obaye, KONTO onpasAaBa MMMIAHTALMA Ha YCTPOMCTBO-
TO OGMKHOBEHO Ce onpefens No-CKOpPOo OT KIUHUYHUTE XapakK-
TEPUCTMKM Ha NomnynaunmTe BKIOYEHM B TaKUBa NpPOyYBaHusA,
OTKOJIKOTO OT NpeABapuTeNiHaTa AebUHNLMA 3a JOMYCTUM PUCK.
ToBa nopaxaa peamrua NpoTUBOPEUNs, Tl KaTo XapaKTepucTm-
KUTe Ha M3NUTBaHWTE Monynauum ce pasnuyasat. CblyecTByBa
BEPOATHOCT MPENOpPbKUTE HaMpaBeHU OT CbOTBETHUTE KOMMU-
CUM Aa ca NOBAUSAHU OT 0OLLEeCTBEHM, UKOHOMUYECKMN U KYNTYpP-
HU dpaKTOpMU.

Ta6n|/||.|a 7: OCHOBHM KNMHUYHMN 0CcO6eHOoCTMN CBbpP3aHN C NOBNLUEH PUCK OT BHe3aMNHa CbpAeYHa CMBPT NPy Bb3pacTHN

Bb3pact

« EdekTbT Ha Bb3pacTTa Bbpxy BCC e n3cnensaH B peauua NpoyuBaHus,’>8209208244372-374 3 nge oT TAX Ca Mokasanu
CUrHMOMKaHTHa Bpb3Ka C NoBuLLeH puck ot BCC npu no-mnagmn naymeHTn.’>*°

Hskomn pnckoBu dakTopy U3rNexaaT No-BaxHU Npv MIaAmW nauneHTy, Hai-Beye Some risk factors appear to be
more important in younger patients, most notably, HMKT,* texka JIKX375 1 Heob6sacH1M cmHKon.*

HenpopabnxuTtenHa kamepHa
Taxvikapana

HIMKT (aedpuHmpaHa KaTo >3 nocnefoBaTe/IHN KaMepHY KOMMeKca ¢ yectota =120 BPM 1 npoabmxkutenHoct <30
ceKyHAu) HacTbnBat npu 20-30% OT naymeHTUTe No Bpeme Ha ambynatopHo EKI MoHWTOpupaHe n e He3aBuUCUM
I'IpeﬂVIKTOp Ha BCC.69,73,83,245,248,374

» HAma foka3aTencTea, ye yecToTaTa, NPOAB/IKMTENIHOCTTA UM CKOpocTTa Ha HIMKT nosnusBat pucka ot BCC.5%%76

MakcumasnHa gebenvHa Ha
NeBOKaMepHaTa cTeHa

TexectTa n ob6xBata Ha JIKX namepeHu ¢ TTE ca cBbp3aHu € pucka ot BCC 59120121373
HAkonko npoyysaHuA ca nokasanu Hail-ronam puck ot BCC npu naymeHT! ¢ MakcmanHa aebenrHa Ha cTeHaTa
>30 mm, HO AaHHUTE NPU MALMEHTU C EKCTPEMHA XUMEPTPodUA (=35 Mm) ca OCKbHN.73120247.248,373,377,378

(MamunnHa aHamHe3sa 3a
BHe3arHa CbpAeyHa CMbpT B
Maga Bb3pacT

Bbnpekun pasnukata B geduHuummte,’>'2372377 bamunHata aHamHesa 3a BCC 06MKHOBEHO ce cunTa 3a KJIMHUYHO
3HauMMa, KoraTo efiviH UIn noBeye POAHVHN NO MbPBa IMHWA Y NMOYVHa BHE3amnHo Ha Bb3pacT <40 roavHu ¢ unmn
6e3 gnartosa XKMI unu korato BCC e HacTbNuna Npu pofHUHA NO NbPBa IMHNA Ha BCAKA Bb3PacT CbC CUTypHa
avarHosa XKMI.

CuHKon

CUHKONBT e yecT npu naumeHTy ¢ XKMTT, HO e TpyAeH 3a OLEHKa, 3aL40TO MMa MHOTOOPOVHM NPUYnHN."
He-HeBpoKapAnOreHeH CMHKOM, 3a KOWTO HAMa 06ACHEHVe Cliefi NPOBEAEHNTE N3C/IefiBaHUA, € CBbP3aH C MOBHLLEH
pVICK oT BCC.73,83,99,244,2467248

Enunsoamn B pamKuTe Ha 6 Mecelia cief OLieHKaTa BePOATHO MMAT Mo-rofifiMa npefckasBalya cTonHocT 3a BCC.*°

JleBonpencbpaeH AnameTbp

[1Be npoyuBaHMA Cbo6LaBaT 3a MO3UTKBHaA Bpb3Ka Mexay JIMN pasmepu n BCC.”>* Hama faHHW 3a Bpb3KaTa MeXay
BCC u N nnow n o6em. MamepsaHeTo Ha JIT pa3mepu e BaXKHO CbLLO 1 3a OLieHKa Ha pucka oT [TM (BukTe pa3gen 9.4).

JleBoKamepHa 06CTPYKLMA Ha
N3XO[HUA TPaKT

Pefuvua npoyyBaHua cboblyaBaT 3a CUrHUPMKaHTHa Bpb3Ka Ha JIKOUT n BCC.738283216372380 OcTaaT HAKOMOKO
HepaspelleHn BbNPOCa, BKIOYUTETHO MPOrHOCTUYHOTO 3HayeHve Ha JIKOUT npy npoBoKauma 1 3Ha4eHNeTo Ha
NpoBefeHOTO JleyeHne (MeArKaMeHTO3HO v MHBa3MBHO) Bbpxy BCC.

Peakuusa Ha apTepuranHoTo
HanAraHe nNpv HatoBapBaHe

MpnbnnsnTenHo efHa TpeTa oT Bb3pacTHWUTe nauveHTn ¢ XKMI umaTt natonornyHa peakums Ha apTepuranHoToO
HanAraHe npy HaToBapBaHe, M3pa3ABalla Cce B MPOrpecBHa XUMOTOHWA WAM HECNOCOBHOCT 3a MoBuMLWABaHe
Ha CMCTOMHOTO apTepuanHo HansAraHe, KOATO Ce Ab/KM Ha HeCbOTBETCTBALY CMaj Ha CUCTEMHOTO CbAOBO
CBNPOTUBNEHNE N HACHK Ne3epB Ha CbpAeYHUA AebuT.?! 38!

Mpy nauymeHtn ¢ XKMM ce cbobuwiaBaT pasnuyHn AedrHULMM 3a NATONOMMYeH OTrOBOP Ha apTepuanHoTO
HanAraHe.®8324377: 33 ennTe Ha Te3n lpenopbKy MaToONOrMUYHaTa peakuma Ha apTepuanHOTO HanAraHe ce
nedrHypa KaTo HECMOCOGHOCT 3a NOBMLWABAHe Ha apTEPMANHOTO HanAraHe NpPU BbPXOBO HAaTOBAapBaHe C MOHe
20 mm Hg cnpAmo CToMHOCTUTE B MOKON 1nw cnag ¢ >20 mm Hg cnamo BbpXoBOTO HanaraHe.*’

MaTonornyHata peakLma Ha apTepuanHo HanAraHe Npy HaToOBapBaHe e CBbp3aHa ¢ No-BUCOK prck oT BCC npu nauyeHTn
Ha Bb3pacT <40 rofuHmn,?>’ Ho NPOrHOCTUYHOTO U 3HAYEHME NPV MALUEHTN Ha Bb3PacT >40 rofuHN € HEN3BECTHO.

XKMIM = xunepTtpoduura kapamomuonatus; JIMN = nesonpefcbpaHy; JIKOUT = neBokamepHa o6CTpyKUMA Ha nsxofHua TpakT; HMKT = HenpofgbKnTenHa KamepHa

Taxukapaus; BCC = BHe3anHa cbpaeyHa cMbpT; TTE = TpaHcTopakaiHa exokapauorpaus.
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Hama paHaoMU3MpaHn N3NUTBAHNA AN CTaTUCTUYECKM MO-
TBbPAEHU NPOCNEKTUBHY NpeAckasBaliy Mogenu, Kouto moraT
[a ce 13N0N3BaT 3a HacouBaHe Ha MMnnaHTaumaTa Ha MK npwu
nauveHT ¢ XKMI. BmecTo ToBa, npenopbkuTte ce 6asmpat Ha
06CepBaLMOHHN PETPOCMNEKTUBHY KOXOPTHU NPOYYBaHWSA, KOU-
TO onpenenAaT OTHOWEHNETO MeXAY KIIMHUYHW XapaKTepucTu-
KM 1 MPOrHo3a.

B npegunwHunTe Bepcumn Ha Te3m Mpenopbkn384 1 No-HOBMU
npenopbkn Ha American College of Cardiology Foundation/
American Heart Assocation®® ce n3nonseart ManbK 6poii xapak-
Tepuctuky (HMKT [NSVTI], makcumanHa ge6enviHa Ha JIK cteHa
>30 mm, pamunHa aHamHesa 3a BCC, HemsACHEH cuHKON, 1
abHOpPMEH OTroBOP Ha apTepUanHOTO HasAraHe NpPU HaToBap-
BaHe) 3a OLleHKa Ha puUcKa 1 3a HacoyBaHe KbM Tepanua ¢ K.
To3n nopgxopn ma pefurua orpaHNYeHns, a UMeHHO: TOM oLeHABa
OTHOCUTENEH — a He abCosIOTEH — PUCK; TON He AbPXKM CMETKa
3a pa3nnyHMA pasmep Ha epeKTa Ha OTAENTHUTE PUCKOBM GaKTO-
pw;*% a HAKom puckoBu dakTopu, Kato aebennHa Ha JIK cTeHa, ce
TpeTupar KaTo ABOMYHM NapaMeTpu, BbNPeKN Ye ca CBbp3aHun C
HenpeKbCHATO HapacTBaHe Ha pricka.'?! BcnefcTBre Ha TOBa, Ha-
CTOAWMNTE PUCKOBU anirOPUTMM He NPABAT ACHO pa3rpaHnYeHne
MeX[y BUCOKO- I HACKOPUCKOBM NauueHTn. %

Opyr KNIMHUYHY NPY3HaLW, KaTo MroKapaHa ¢ubposa (yc-
TaHOBeHa C KOHTpacTHO ycuneH cAMP), JIK anukanHu aHeBpu-
3MU 1 YHacnefABaHe Ha NoBeye OT efjHa FeHHN My TaLun Ha cap-
KOMepHM NPOTENHM, Ce NpeanaraT Kato Kputepuu, KOUTo Morat
[a ce M3Mon3BaT 3a HacoyBaHe Ha TepanuATa ¢ K[ npu nnua c
yMepeH PUCK, HO AaHHUTEe B MOAKPEena Ha TO3U MOAXOA ca He-
[OCTaTbyHW, 33129144

Hanocneabk, BefHO MHOMOLIEHTPOBO PETPOCMNEKTUBHO JTIOH-
rMTYAMHAIHO KOXOPTHO NpoyyYBaHe Ha 3675 nauneHTn e paspa-
60TeH 1 Banuam3vpaH HOB Moaen 3a npefckassaHe Ha BCC us-
BecTeH Kato HCM Risk-SCD (XKMI Puck-BCC).”*> HCM Risk-SCD
BKJIIOUBA NpeAcKa3Bally MapameTpy CBbp3aHy C MOBULIEH PUCK
OT BHe3arnHa CMbpT B MOHe eAnH Ny6NNKyBaH MHOTOBapyaHTeH
aHanu3 (eiekmpoHHa mabauya 5).”> Toi n3KkNouYBa abHOPMHUA
OTroBOP Ha apTepUanHOTO HanAraHe KaTto pUCcKoB Mapkep. Mo-
AeNbT U3UNCAABa UHANBUAYANHNA 5-TOAMLLEH PUCK U B MPAKO
CpaBHeHMe C MOoAena 13nos3gaLl YeTUpu rofeMmmn pruckosn dak-
Topa AeMOHCTpuMpa no-gobpa npefckaspala cToMHOCT (C-MH-
nekc ot 0,54 go 0,7), cpaBHMMA C Ta3u Ha ApYry NpeackasBalym
anroputmu, kato CHA_DS,-VASc.”®

®opmynata Ha HCM Risk-SCD e cnepHata:

MetroanweH puck oT BCC = 1 — 0,998exp(Mporroctnien nnpexa)

KbAeTo:

MporHocTryeH nHAekc = [0,15939858 x MakcumasnHa pebe-
JIHA Ha cTeHaTa (mm)] — [0,00294271 x MakcMManHa aebennHa
Ha cTeHaTa? (mm?)] + [0,0259082 x neBonpeacbpheH ANameTbp
(mm)] + [0,00446131 x MakcMManeH rpaguneHT (nokoi/Valsalva) B
JIK n3xomeH tpakt (mm Hg)] + [0,4583082 x dammnHa aHamHe3a
3a BCC] + [0,82639195 x HIKT] + [0,71650361 X HEN3ACHEH CUH-
kon] — [0,01799934 x Bb3pacT No BpeMe Ha KINHNYHaTa oLeHKa
(roannm)].

N.B. HCM Risk-SCD ycma+ogsga HenuHelHa 3a8Ucumocm mex-
0y pucka om BCC u makcumanHama 0ebesiuHa Ha ieeokamepHama
cmeHa.73 B npedckazeawjusa pucko8 Mooesi mo3u Hedocmamwk ce
npeo0dosiA8a, KAMo 8v8 (opMysIAMA e BKJIYeH K8aopamuyeH
4s1eH om MakcumasaHama 0ebesluHa Ha J1eBOKAaMepHAma cmeHa.

9.5.3. [lpeBeHUNA Ha BHe3anHaTa CbpAeyvyHa CMbpPT

9.5.3.1.  OepaHuvasaHe Ha ¢huzudeckama akmugHoCcm

Bbnpekn ye fOKYMeEHTMpPaHUTE NPOBOKMPAHW OT yCuamne npo-
OBIDKUTENHN KaMepPHU apuTMUK Ca pefiki,* a noBeuyeTo Tepa-
nun 3a KamepHu aputmmm ¢ UK/l ce npunarat B OTCbCTBUETO Ha
TaxvKapaua nnu ¢usmyecko ycunue,*”38 naynentute ¢ XKMI
TpAbBa Aa 6bAaT NOCHBETBAHM [ja He YYacTBaT B CbCTe3aTesHU
CnopToBe 1 fa N36ArBaT MHTEH3VMBHU GU3NYECKU YCUINA, OCO-
6eHo ako umart puckosu paktopu 3a BCC n/unm IKOUT.

9.5.3.2.  AHMu-apummu4Hu aekapcmea

Hama paHgoMmM3MpaHn KOHTPOMpaHW AaHHY B MOAKPena Ha yro-
TpebaTa Ha aHTV-apUTMUYHN CpeacTBa 3a npeBeHUMa Ha BCC npu
XKMTI. AMrogapoH e cBbp3aH C No-HucKa Yyectota Ha BCC B egHO
Manko ob6cepBaLMOHHO NpoyyBaHe npu nauueHTn ¢ HIKT (NSVT)
perncTpupaHa c Xontep MOHUTOPUPAHE, a B APy yBenunyaBa npa-
ra 3a KM (VF), Ho o6cepBanoHHUTE faHHW NOACKA3BaT, e aM1oAa-
POH YecTo He ycnaBa Aa npegotepaty BCC.389,390 Ansonupamung,
BEPOATHO HAMA 3HauM epeKT Bbpxy pucka ot BCC.2

9.5.3.3.  MimnnaHmupyemu kapouosepmepu degpubpunamopu

9.5.3.3.1. BmopuuHa npogpunakmuka. NMauymeHtn ¢ XKMI, konTo
ca npexueenv KM unu npoabixkuTesiHa KaMepHa Taxmkapaums
MMaT MHOrO BMCOK PUCK OT nocpefBalla daTasnHa CbpAeyHa
apuTMuAa 1 Tpabea ga nonyuyat UK[.3¥7367391-393 B knuHmMyHaTa
npakTUKa Tasm nonynayma e MHOro masnka v tepanuata ¢ UK
pPAAKO NpeAcTaBnsBa KAMHUMYHA aunema.’” Manko ca faHHuUTe
OTHOCHO MPOBOKMPAHUTE OT YCWU/NE KaMepHY apuTMIK, HO BCe
nak JaHHUTe OT eJHO MPOYyYBaHe NOACKA3BaT, Ue Te ca CBbP3aHn
C BUCOK PUCK OT BHE3arMHa CbpeyHa CMbpT.24¢

9.5.3.3.2. MMepsuyHa npogpunakmuka. NpentndukaumaTta Ha nu-
uaTa 6e3 aHamHe3sa 3a KM, kouTto ca ¢ Bucok puck ot BCC, ocTtaBa
npean3BMKaTeNCTBO 1 CaMO Manka NoArpyna nuua nekyBaHu B
MomeHTa ¢ MK/l nonyyaBaT MOTeHUMANHO »KMBOTOCMACABALLM
wokose.*** CblieBpeMeHHO peanua peunnveHT Ha UK npe-
XKMBABAT HEHYXKHU LIOKOBE U UMMNIAHTALMOHHW YCIOXKHEHUA.

MpenopbKn 3a NpeBeHLNA Ha BHe3anHaTa cbpAeyHa
CMBbPT

Mpenopbku

Mpwn naumeHT ¢ XKMI ce npeno-
pbuBa N36ArBaHe Ha CbCTE3aTENHM
cnoprose®.

MmnnaHntauma Ha WKL ce npeno-
pbuBa NPV NaUMEHTH, KOUTO ca
npeXuBenu CbpheyeH apecT abi-
»Kaw ce Ha KT wnm KM unu nmat
CMOHTaHHa npogbmkuTenHa KT
NPUYMHABALLN CUHKOM WAN KOM-
nNpoMeTpaHe Ha XeMOoAMHaMMKa-
Ta 1 Ca C OYaKBaHa NpPeXxnBAemMoCcT
>1 rognHa.

327,367,
391-393

HCM Risk-SCD (XKMI puck-BCC)
ce npenopbyBa KaTo MeTod 3a
OLeHKa Ha 5-roguwHua puck ot
BHe3aMnHa cbpfevyHa CMbPT npwu
NaumMeHTN Ha Bb3pacT =16 rognHn
6e3 aHaMHe3a 3a pecycuuTUpaHa
KT/KM vnu crnoHTaHHa Npoabi-
uTenHa KT npuunHABaLLa CMHKOMN
VNN KOMNPOMETHPAHE Ha XeMOAW-
HamuKaTa.
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[penopbyBa ce oueHKa Ha 5-ro-
AvwHnA puck ot BCC npu nbpBo-
HayanHaTta oLeHKa 1 MOBTOPHUTE
OLIEHKWN BCEKM 1-2 roguHu 1 npuv
NPOMSAHa Ha KIIMHUYHWA CTaTyC.

73

WmnnaHTauma Ha MK TpABa pa ce
06CbAN NPU NaLMEHTU C U3UUC-
NeH 5-roivllieH pUCK OT BHe3amnHa
CMBPT 26% 1 OYaKBaHa NPeXNBA-
emocT >1 rogvHa cnep noapobHa
K/IMHNYHA OLEeHKa, KOATO oTuuTa
[IOXKMBOTHUA PUCK OT YCNIOXKHEHNA
v BavAHMeTO Ha VK] Bbpxy Hauu-
Ha Ha >KMBOT, COLIIO-NKOHOMUYE-
CKMA CTaTyC 1 NCUXMYHOTO 31paBe.

73,327,
393,396

VmnnaHtauua Ha VK[ moxe aga ce
o6Cban Npy OTAENHW NauueHTn
C M34MCNeH 5-roguiieH puck ot
BCC mexpy 4% n <6% 1 o4akBaHa
npexusBaemoct >1 roguHa cnep
nofpobHa KNMHWYHa oLeHKa, Kos-
TO OTUMTA JOXMBOTHWUA PUCK OT
YCITOXKHEHWA 1 BAnAHeTO Ha K]
BbPXY HauuMHa Ha >XMBOT, COLO-
VIKOHOMMYECKMA CTaTyC U NCUXNY-
HOTO 3paBe.

73,327,
393,396

Wmnnantauma Ha WKL moxe ga
ce 06CbAV NPV OTAENHN MaLneH-
TN C M3YUC/IEeH 5-ToAvLIEeH PUCK
oT BCC <4%, camo Korato mmat
KINVHWYHW NPU3HaUM C JOKasaHa
MPOrHOCTYHA CTOMHOCT 1 KOraTo
OLeHKaTa Ha JOXMBOTHUA PUCK OT
YCNOXKHEHUA 1 BAvAHWETO Ha VK]
BbPXY HauMHa Ha MMBOT, COLMO-
VKOHOMMYECKUA CTaTyC U MCUXUY-
HOTO 3[paBe Mnpeanonarat HeTHa
nonsa ot TepanuATa ¢ K[,

73,327,
393,396

WmnnaHTauma Ha UK He ce npe-
rnopbyBa MpY NaUMeHTU C U34nc-
neH 5-roguweH puck ot BCC <4%
1 6e3 gpyrvi Npr3HaLUm ¢ fjoKkasaHa
NPOrHOCTVYHA CTOMHOCT.

73,327,
393,396

@ Knac Ha npenopbkuTe.

HuBO Ha JlOKa3aTeNCTBEHOCT.
€ N3TOUHMK(UM) NoAKpenALM NpenopbKuTe.

Mpenopbkute Ha ESC pedpuHMpaT cbCcTesaTeNHMA CNOPT KaTo Henpodecno-
HanHo Mnn NpodecnoHanHo aHraxmpaHe B PeoBHY Gr3NUECKN TPEHNPOBKN
1 yyacTue B opuUManHu CbCTe3aHnA (3a NoBeye NogPO6HOCTN BUXKTE CbOT-
BeTHUTe Mpenopbku Ha ESC).>*

VK[ = vmnnaHTpyem Kapavnoseptep aedpubpunatop; KM =kamepHO Mbxae-
He; KT =kamepHa Taxukapamsa; BCC = BHe3anHa cbpAeyHa CMbpT.

B me3u Hacoku ce npasu npenopska 3a nodsiazaHe Ha nayu-
eHmume Ha cMmaHoapMu3UpaHa KIUHUYHA OUEHKA (BUXTe eslek-
mpoHHa mabauya 5 v ¢uaypa 7), Koamo peaucmpupa npedsapu-
meJsiHo 3a0adeHu NPO2ZHOCMUYHU napamempu, KOUmMo NO-KbCHO
Ce Uu3no/136am 3d oyeHKa Ha 5-200uwHUA puck om BCC c nomowma
Ha moodesna HCM Risk-SCD [MpenopbKute NpefocTaBAT efekTpo-
HeH Kankynatop (www.escardio.org/guidelines-surveys/esc-
guidelines/Pages/hypertrophic-cardiomyopathy.aspx)].

My6nunkyBaHuAT Habop faHHM oT HCM Risk-SCD ce nsnonssa
3a pasrpaHunyaBaHe Ha TPU PUCKOBY KaTeropuu (BUCOK, ymepeH
M HUCBK PUCK) MPUETU C KOHCEHCYC (pueypa 7). MpenopbKkuTe 3a
Tepanua ¢ K[ npu BcAKa pUCKOBa KaTeropua otymTaT He caMo
abCoNMIOTHMA CTAaTUCTNYECKM PUCK, HO CbLLO Bb3pacTTa 1 obLo-
TO 34PaBOC/IOBHO CbCTOAHME Ha NaLMeHTa, COLMO-NKOHOMMYe-

CKN GaKTOpU N MCUXONOrNYECKOTO OTparkeHne Ha TepanuAaTa.
Llenta e npenopbKkuTe Aa ca AOCTAaTbYHO MbBKABY, Ye Aa AbpKaT
CMeTKa 1 3a CMTyaLun, KOUTO He ca 06xBaHaTu oT mogena HCM
Risk-SCD.

HCM Risk-SCD He TpabBa ga ce u3nonssa Npu nayueHTn
<16-roguviuHa Bb3pacT, eNMTHUN aTneTy Uan nmua ¢ metabonut-
HW/MHPMNTPaTUBHK 6onecTn (Hanp. 6onect Ha Anderson-Fabry)
1 cHapomm (Hanp.cuHgpom Ha Noonan). MogensT He n3non3sa
VHAYLMpaHu Npu ycunve rpaaneHTu B JIK n3xofeH TpakT v He e
BaNMAM3NpPaH NPean 1 cief MMeKTOMMWA UKW ankoxomnHa cenTan-
Ha abnauwms.

Tbl1 KaTo 3aBUCMOCTTa MEXAY MakCcUManHaTa aebenuHa Ha
JIK cTeHa e HennHelHa, n3uncneHmat puck ot BCC He e BannaeH
npv NaumeHTn ¢ Texkka JIKX (=35 mm). ToBa Moke 61 MMa Bpb3-
Ka C Mankunsa 6por Taknea NaLmeHTy, HO KakTo Ce NOCoYBa B Opu-
FMHaNHNA AOKYMEHT YecToTaTa Ha BHe3anHaTa CMbPT € MHOro
HKCKa B Ta3u rpyna. ToBa siBNeHve e HabnloaaBaHo B NMOHe eAHO
npeauLLHo npoyysaHe.99

Jo usnusaHemo Ha donwHUMenHU npoy4saHus, HCM-RISK
mpsabea 0a ce u3Nos138a ¢ NOBULWEHO BHUMAHUE NPU NAyueHmu ¢
MAKCUMAsHA lesokamepHa oebenuHa =35 mm.

MmnnaHTupyemmn KapguosepTtep-aedprbpunatopn He ce
npenopbyBaT, KOrato M3UMCcNeHuAaT 5-roguiweH puck ot BCC e
<4% v HAMa APYTN KNVHUYHM 0CO6EHOCTI C NOTEHLMAHO Mpo-
FHOCTUYHO 3HayeHue (HampumMep MoBeye OT eAVH Ciy4yal Ha
BHe3arnHa CMbpT B M/1afia Bb3pacT B CEMeiCTBOTO v abHOp-
MEH OTFOBOP Ha apTepuasHOTO HanAraHe KbM HaTOBapBaHe).
KoraTto nma TakvBa npusHauu, peleHneTo otTHocHo VK] Tpsa6-
Ba Ala Ce B3eMe Ha MHAMBUAYarHa OCHOBa 1 TpsAbBa ia CbMocCTa-
BV eBeHTyasiHaTa nonsa ¢ otpaxeHueTto Ha K[ Bbpxy HaunHa
Ha XMBOT, COLMO-MKOHOMMYECKNA CTaTyC U GpU3NONOTMUYHOTO
3[pase.

9.5.3.3.3. [l[pakmuyecku acnekmu Ha mepanusma c VIK/]. Mpegn
umnnaHtauua Ha K[ nayneHtute TpabBa Aa 6baaT yBefOMeHN
33 pYCKa OT HEeHY>KHW LIOKOBE, UMMMAHTALNOHHWN YCIIOXKHEHUsA
N OTPaKEHUHNETO BbPXY COUMANHNA XMBOT 1 paboTaTa (BK/to-
UnTeNHO orpaHnyeHnaTa 3a wodrpaxe) Ha KA. MpoyusaHuaTa
n3cnepaBally ponATta Ha NpobHuTe gedprbpunaymm no Bpeme Ha
MUMMMaHTauuATa NPoAbIIKaBaT, HO MMa CbOoOLLEeHMA 3a BUCOKN
fednbprnaumMoHHN Nparose Npu NaumneHTn ¢ Texka JIKX n npun
fleyeHune c ammopapoH.>’-*%° [lo nonyyaBaHeTo Ha cneynduyHm
AaHHM fednbpunalMoHHO TecTyBaHe MoXe fia ce o6cban npu
XKMI no npeueHKa Ha nekyBawma nekap. lNpu naumeHTy ¢ BU-
coK pedunbprnaumoHeH npar WM HeycnewHa KapavoBepcus
npv gednbpmnaumoHHaTa Npoba Bb3MOXKHOCTUTE ca CybneKTo-
panHa MMnnaHTauma U cTaHAaPTHU NPUnoMM, KaTto obpblLiaHe
Ta NOMAPHOCTTA Ha LOKOBMWA BEKTOpP, MPOMsHa B LLOKOBUA Ha-
KMOH, BK/IlOUBaHe/M3KJIloUBaHe Ha efleKTpoa B ropHaTa npasHa
BEHa, NocsieiBaHO OT MOBTOPHW NPO6Y 1 NPU HY>KAa UMMIaHTa-
LMA Ha NOJKOXEH eneKkTpos.

CekuuATa Ha ycTponcTeoTo 3a KM Tpabsa ga 6bae nporpa-
MUpaHa Ha >220/min 3a cBexfaHe O MUHVMYM Ha LLOKOBe Npu
MM c yckopeHo npoexaaHe. Moxe fia ce 06cbau 1 BKNlOUBaHe
Ha cekuuA 3a pa3rpaHuyaBaHe Ha HKT cbobpaseHa c nHAnBMAY-
anHVTe XapakTepucTuKn Ha naymeHTa. O6cepBaLMOHHUN JaHHU
MoKasBaT, Ye aHTU-TaxMKapAHOTO nencupaHe npekbcea edek-
TUBHO KaMepHuTe aputMmum npu XKMI1, Ho He HamansABa YecTo-
TaTa Ha HeHYXHWTe WokKoBe.*¥ 4% Tpif KaTo NpeACbPAHUTE enekK-
TPOAMW He HamansABaT YecToTaTa Ha HEHYXHWTe LIOKoBe,3393:3%
noBeyeTo MauMeHTU UMaT HyXJa OT eANHNYEH KaMepeH enek-
Tpoa. N3knioueHunATa Bkaoysat naymeHTn ¢ JIKOUT, npu kou-
TO NPeACbOHUAT eNekTPos AaBa Bb3MOXHOCT 3a nencmpaHe ¢
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MbPBUYHA NPEBEHUUA

MpenopbyBaHa oLieHKa:

AHamHe3a
2D/[onnep exokapguorpama
48-yacosa ambynatopHa EKI

MapameTtpu Ha HCM Risk-SCD:
+ Bb3pact
+ ®amunHa aHamHe3a

3a BHe3anHa CbpAeyHa CMbpT
+ HeobscHeH cuHKon
« JleBOKaMepeH rpagueHT

B V3XO[HUA TPaKT?
« MakcumanHa pebennHa

Ha JleBOKaMepHaTa cTeHa?
« JleBonpencbpaeH AnameTbpd
« HIKT

HCM Risk-SCD ckop

BTOPU4YHA NPEBEHLMA

+ CbppaeyeH apect
ObiKaly ce Ha KT
unn KM

+ CnoHTaHHa NMPOAbIXN-
TenHa KT npuunHaBalla
CUHKOM WA XeMOAMHa-
MWUYHO KOMMNPOMETU-
paHe

OuakBaHa NpexmBAemMoCT
>1 rognHa

MpenopbuBa ce
KO

HUCHK PUCK YMEPEH PUCK

5-rogueH puck <4%

5-roAuieH puck 24%-<6%

BMCOK PUCK

5-roguieH puck >6%

VKD VKD,

no NpuHUunHe € noka3zaHP MOXe fa ce 06C'bp‘l/|

VKL
TpA6Ba Aa ce ob6cban

KM = kamepHo MbxgeHe; KT = KamepHa Taxukapana.

2D = pyu3mepHa; EKT = enektpokapavorpama; UKL = umnnaHtupyem kapganoseptep aepubpunatop; IKOUT = neBokamepHa 06CTPYKLNA HA U3XOAHNA TPAKT;
MIJIKC =makcumanHa aebennta Ha neBokamepHata cteHa; HIMKT = HenpoabmxuTenHa kamepHa Taxvkapauns no Bpeme Ha 24-48-4acoo ambynatopHo EKI moHnTopupaHe;

2 A3non3gat ce abCOMOTHNTE CTORHOCTM Ha rpaameHTa Ha JIKOUT, MIJIKC v nesonpeacbpaHUTe pasmepn.
b VK[ He ce npenopbyBa, ako HAMa APYri KNWHUYHW NPU3HALM C NOTEHLMaNHO MPOrHOCTUYHO 3HaYeHMe 1 KoraTo BepoATHaTa Moni3a e no-rofiAima oT AOXVUBOTHUA PUCK OT
YCNIOKHEHWA 1 OTpaxeHNeTo Ha VK[ Bbpxy HaunHa Ha XKUBOT, COLIMO-MKOHOMUYECKIA CTATyC N NCUXMYHOTO 3fpaBe.

Ourypa7: AnropuTbM 3a UMnAaHTauua Ha UK.

KpaTko AV 3aKbCHeHMe 1 MaLneHTV B CUHYCOB PUTHM C HapyLue-
Ha JIK cuctonHa GyHKLUA, Mpy KOUTO MOXe a 6ble npeanoye-
TeHo npunaraHe Ha CPT (BuxTe pasgen 9.3.1.2). B ceeTnmHaTa Ha
pe3syntatute ot MADIT-RIT (Multicenter Automatic Defibrillator
Implantation Trial - Reduce Inappropriate Therapy) 3a nbpBuny-
Ha NpeBeHLMA MOXe [ia ce 06CbAM CaMO aHTH-LIOKOBO Nporpa-
MUpaHe, Makap Ye TOBa U3NUTBaHe e NPOBeAEHO NPU NaLneHTn
C HMCKa Q.42

B-Bnokepw n/vnn amrofapoH ce nNpernopbyBaT NpW nayu-
eHTu ¢ K[, Kouto npofbmkaBaT Aa UMaT CUMMATOMHUN KaMepHM
apUTMUM NN MOBTOPHMU LLIOKOBE, BbMPEKM ONTUMATHOTO Jleye-
HVie 1 MpenporpaMmmupaHe Ha ycTponcTeoTo.”® Enektpodusmo-
NIOTMYHO M3C/efBaHe ce npenopbysa Npu nauneHTn ¢ UKO un

HEHY>KHU LUIOKOBE MpY PUTMUYHM HAAKaMEPHU TaxMKapaun C
uen naeHTrouKauma u neyeHne Ha NoaaTIMB Ha abnauyms cy6-
CTpaT Ha apuTMumATa.*3

FDA opobpu HoBopa3paboTeHaTa cuUCTEMa C MOAKOXHU
enektpoau 3a UK (S-ICDTM, Boston Scientific) u Ta moxe pa
ce 06cban npu nauveHTn ¢ XKMI, KoMTo HAMAT NoKa3aHus 3a
nencrpaHe.*** OcobeHo BHMMaHMe TpA6Ba fia ce 06bpHe 3a ocu-
rypsiBaHe Ha onTUMaHO ceH3npaHe Ha R-3bbeLa B NoKo 1 npu
HaToBapBaHe C Len 13bArBaHe Ha HEHYXKHU LIOKOBe nopaau
CBpDbXCeH3MpaHe Ha T-Bb/HaTa. [pu BCcekun naymeHT Tpsbea Aa
6ble HanpaBeHa NpoBepkKa B noBeue oT eanH EKI BekTop, koe-
TO MO3BOJIAABA ANITEPHATBHO NPOrpamrpaHe, ako ce Habnoaasa
CBPbXCEH3MpaHe.**>4% [TaHHUTe OT eflH MHOTOLIEHTPOB PEernc-
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Tbp BKAoYBaL 58 nayneHTn ¢ XKMIT gaBat npegBaputenHa nH-
dopmauna oTHOCHO edrKacHOCTTa U 6e3onacHoOCTTa. A%’

MpenopbKu BbpxXy NpakTUYeCcKUTE acneKkTu Ha Tepanu-
ATa C UMNNaHTMpYyeM KapanoBepTep Aedubpunatop

Mpenopbkn Knac® | Huso® /EY

MNpean nmnnanTaumata Ha UK]
nayneHTuTe TA6GBa Aa Obpart
yBeJOMEHN 33 prcka OT HEHYX-
HU LWWOKOBE, WMMIAHTALNOHHN
YCNIOXKHEHNA W MOC/eACcTBUATA
OT YCTPOMCTBOTO BbPXY CoLMan-
HUA XMBOT, paboTaTa 1 ynpasse-
HueTo Ha MIC.

219,327

B3-Bnokepy wn/mnu ammopapoH
ce npenopbyBaT NpPU MauneHTn
c K[, KouTo MmMaTt CMMNTOMHM
KaMepHV apuTMUM WU PEeKy-
PEHTHU LWOKOBE, BbNPEKN oNnTu-
MasIHOTO fieYeHvie 1 npenporpa-
MUPaHEeTo Ha YCTPONCTBOTO.

219,403

EnektpodusnonornyHo unscnen-
BaHe ce npenopbyBa Npu naum-
eHTn ¢ VIK[] 1 HeHyXHW LIOKOBe,
nopaan pUTMUYHWN HapgKaMepHMN
TaxvKapauu, C uen naeHTndmka-
LMA 1 neyeHne Ha NopjaTIMB Ha
abnauyua cybcTpar.

403

MopkoxHa cuctema ot UK/ enek-
Tpoaw (S-ICD™) moxe fia ce 06Cb-
av npy nauveHTtn ¢ KM, kouto
HAMAT MHAUKALMY 3a necupane.

C 407

@ Knac Ha npenopbKkuTe.
HuBo Ha JOKa3aTeNCTBEHOCT.
€ V3TOUHMK(UM) NoAKpenALLM NpenopbKuTe.
XKMI = xunepTtpoduruHa Kapguomuonatus; K[ = umnnaHtupyem Kapgmo-
BepTep aedpubpunatop; S-ICD™ = noakoxHa cuctema ot VKL enektpoau.

9.5.4. PwuckK OT BHe3anHa CMbPT nNpu geua
Mpy XMBOTO-3acTpallaBalyM KaMepHW apuTMKUK Npu Aeua e
nokasaHa MMnnaHTauma Ha (Mpu Hyxga envkapgeH) UK. Mpu
TBbPAE Manku geua (<8 rofvHW) KNMHMYHATA pPUCKOBa CTpa-
TMdMKauMA 3a onpefenaHe Ha HyXAaTa OT MbpBUYHA Npodu-
naktuka c IK[] ce 3aTpyaHABa oT fincaTa Ha AaHHW. PUCKBT OT
CMBPT UNN CbPAEYHA TPAHCMNAHTaUUA e Hal-rofAM Npu Kbp-
MayeTa Uav Npv NauueHTn C HaceACTBEHN MeTaboIMTHN Hapy-
WweHnA 1 mandopmaunoHHN CUHLPOMIK.*% Vima 06Lwo cbrnacue,
ye nNpu Bb3pacTHM TexkaTa JIKX, HemzacHeHnAT cnHkon, HIKT
1 pamunHaTa aHaMHe3a 3a BHe3arnHa CMbPT ca FaBHUTE PUCKO-
BM $GaKTOpK 3a BHe3amnHa cbpaeyHa cMbpT.*” lepmHumymaTa 3a
TeXKa xunepTpodua Npy KbpmayeTa, feua 1 B paHHa oHoLLe-
CKa Bb3pacT e pa3paboTeHa C MOMOLLTa Pas3fIMYHN MOAXOAN 1
n3mepBaHuA.*'*4"" Cnopep KOHCEHCYCHaTa rnefHa Touka B Te3n
MpenopbKky ce npuema, Ye MakCcMManHa neBokamepHa aebenu-
Ha =30 mm nnun Z-ckop =6 ca rnaBeH puckoB GakTop npu geua.*°
Mpw geua c ABa MY NoBeye ronemun prckosu Gaktopa Tpa6-
Ba fa ce obcban umnnaHTauma Ha VMIKO. B MHO3MHCTBOTO OT
cnyyanTe ca [OCTaTbYHU efHOKYXVMHHU Aedunbpunatopu, Kou-
TO Ca CBbP3aHU C MO-HMCKa YecToTa Ha ycnoxHeHuATa.*? Mpu
OTAENHW NauMeHTN C eAnH PUCKOB GaKTop MoKe fa ce 0b6Ccbam
nmnnaHTaumua Ha VK[ cnen BHYMaTeneH npernea Ha puckoseTe
1 Non3uTe 3a AeTEeTO U CEMeNCTBOTO.

MpenopbKu 3a MMNAHTaLUA Ha KapauoBepTep aedu-
6punatopu npu geua

Mpenopbkn Knac® | Huso® Nstc

MmnnaHtauua Ha VK[ ce npeno-
pbyBa Npu feua, KOMTO ca npe-
JKMBENN CbpAeyeH apecT unu ca
MManu JOKyMeHTMpaHa NpoabIl-
KMTeNHa KamepHa Taxukapaums.

409, 413,
214

MmnnaxTauma Ha VK[ Tpab6ea ga
ce obcbaM Npu feua ¢ ABa uan
noseye ronemMu neavaTPUYHU
puckosn dakTopu® cnep CboT-
BE€THa KOHCyNnTaumMa W KoraTto
OLeHKaTa Ha AOXWBOTHUA PUCK
OT YCJIOXHEHVA U OTPaXXeHNeTo
Ha VIK]] BbpXy HaunHa Ha XX1BOT 1
NCUXMYHOTO 3ApaBe npepgnosnara
HeTHa nonsa ot UK/l Tepanus.

377,409,
414

MmnnaHTauua Ha VK[ na ce o6-
CbAn Npu Aeua C eauH ronam
neguaTpryeH pPuUCKoOB d>aKTop"I
cnef CboTBETHa KOHCynTauua n
KOraTto oOLieHKaTa Ha AOXMBOT-
HUA PUCK OT YCNIOXKHEHNA 1 OTpa-
XeHuneto Ha VK[l Bbpxy HaumnHa
Ha XMBOT M NCUXMYHOTO 3apaBe
npegnonara HeTHa nonsa ot K]
Tepanusa.

409

@ Knac Ha npenopbKuTe.

HvBO Ha fOKa3aTeNCcTBeHOCT.
€ VI3TOUYHMK(LM) NOAKPENALLM NPernopbKUTe.
9 ronemu neAvaTpUYHM PUCKOBU GaKkTopu: MakcMmanHa aebennHa Ha neBo-
KamepHaTta cTeHa: 230 mm unu Z-ckop =6, HeO6ACHUM CUHKOT, HENPOABIKN-
TeslHa KamepHa Taxukapaus (=3
nocnefoBaTesiHN KaMepHM Komnekca ¢ yectota 2120 BPM c npoabnxuten-
HocT <30 cekyHaM), bammnHa aHamHe3a 3a UK/ (eaunH unu noseye pofHUHN
no nbpsa NuHuA ¢ BCC Ha Bb3pacT <40 roauHu ¢ unuv 6e3 gnarHoza XKMIM vnu
BCC npu pofiHUHa No NbpBa NNHUA Ha BCAKAKBa Bb3pacT ¢ ArarHosa XKMIM).
VK[ = umnnaHtupyem Kapguoseptep aedubpunatopu; XKMI = xuneptpo-
duruHa kaparomronatus; BCC = BHe3anHa CbpaeyHa CMbpT.

9.6. CumnTomMHa 6pagukagun
1 aTPMOBEHTPUKYyNnapeH 6nok

CumnTomHaTa 6pagnkapava npuunHeHa ot AUchyKUmMs Ha cu-
HycoBMA Bb3en U AV 650K e oTHocuTenHo psagka npu XKMI n
TpAbBa fa ce NeKyBa B CbOTBETCTBME C aKTyanHuTe Mpenopb-
K1 Ha ESC.249 HanuumeTo Ha AV 6nok Tpabsa ga nopoau cyc-
nekuua 3a cneyndunyHn reHeTUYHM noasmaose (aecmuH, FHLI,
PRKAG2) npu mnagn naunmeHT! nanm amuiongosa n 6onect Ha
Anderson-Fabry npu no-eb3pacTHy naumeHTH (BUXKTe pasgen 5
nocBeTeH Ha AmMarHocTukata). OT gpyra cTpaHa, XpOHOTPOMHa-
Ta HEJOCTAaTbYHOCT e JocTa yecTa (ocobeHo npu bonecTTa Ha
Anderson-Fabry) 1 e Ba)kHa npuumnHa 3a orpaHuuyeH epusnyeckm
KanaymTeT.*’> Ako AV 6/10KBT € NpUuYrHeH oT 6nokupatym AV Bb-
3ena fleKapcTBa, TAXHaTa fo3a TPAbBa fja ce Kopurmpa v Tpsabsa
[la ce HanpaBy OLeHKa Ha HYXANTe OT NecMeliKbp.

Mon3aTta OT YeCTOTHO-3aBUCUMOTO MecMpaHe Npu HeMoHo-
CUMOCT KbM GU3NYECKM HAaTOBapBaHUSA e HeCUrypHa. Puckst ot
XpPOHUYHOTO [1K nercrvpaHe no oTHoWeHMe Ha cucTonHata JIK
bYHKUMA e Hen3BecTeH, HO KaMepHOTO MneicrpaHe Tpabsa no
BH3MOXHOCT [10 Aia Ce CBefle MMHUMYM, OCBEH C LieJl fleyeHre Ha
JNIKOWT. CRT-P TpabBa fga ce 06CcbAM NpU NaLUeHTX C HapyLieHa
cuctonHa oyHkuma (MO <50%).339416
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9.7. KamepHa Taxukapaus

HenpopbnxntenHa kamepHa Taxvkapaua (aeduHnpaHa KaTto
TPY MU NOBEYEe KaMepHU eKCTPacuCcTonu ¢ yectota =120 BPM
C NPOABIIKUTENHOCT <30 CeKyHAN) e YecTa HaxofKa npu amoy-
natopHo EKI MmoHuTOpupaHe.®*7047418 YectoTaTa U HapacTBa ¢
Bb3pacTTa 1 Kopenupa c gebenvHata Ha JIK cTeHa 1 HanuumeTo
Ha KbCHO rafjofIMHNEBO KOHTpacTupaHe npu cAMP.50 Henpo-
Ob/KMTENHaTa KamepHa TaxvKkapausa e puckos pakTtop 3a BCC,
HO OO6VMKHOBEHO He Hanara aHTuapuTMMyHa Tepanus. MNoasaTta
U no Bpeme Ha Unu BefjHara cfief, HaToBapBaHe e MHOTo PAAKa,
HO MOXKe A 6bje CBbp3aHa C BUCOK puck oT BCC.24

[loKymeHTMpaHaTa npogbmkmuTenHa MoHomopdHa KT
(=30 cekyHan) He e yecTa, HO MOXe Aa ce CpelyHe Mo-4ecTo
npu nauymeHTn ¢ anvkanHu JIK aHeBpum3amn.>*4° Mpu naymeH-
TV C ABAMV U CUMATOMHU €NU30AN U PUCKOBY pakTopu 3a
KOpOHapHa aTepocknepo3sa TpAbBa Aa ce 06CcbAn 13KOYBa-
He Ha KOpoHapHa apTepuanHa 6onect. Hama pokasaTtencTsa,
Yye XxeMoAMHAMWUYHO TonepupaHata npoabmxutenHa KT nma
no-nowa nporHo3a ot HIMKT, Ho Ta TpabBa pa ce pasrnexpaa
KaTo puckoB ¢daktop 3a BCC. Mpwu naymeHTU, KOUTO MOHACAT
TpyaHo KT Tpabea ga ce obcbam tepanusa ¢ VK[ n neyeHue ¢
-6nokepu UM aMmrMogapoH 3a NOTUCKaHe Ha MOBTOPHM enKn30-
Aawn. MNpu nauneHTn ¢ faHHK 3a poKaneH NPor3Xof MoXe Aace
ob6cban EOU (EPS) n abnauns.420-422

10. TlpenopbKu 3a pyTUHHO
npocneanasaHe

Mo npuHyun, nayuesmume ¢ XKMI ce Hyx0asam om 00XU80MHO
npocnedsgaHe 3a OMKpUBaHe HA NPOMeHU 8 CUMNMOMAMUKA-
ma, pucka om HebnazonpuamHu cebumus, JIKOUT, JIK ¢pyHkyuA
U copOeyHuUs pumom.

MIma MHOro Masnko NOHTUTYAVHANHU AaHHW 3a TeMMnoBeTe
Ha NPOMSAHa Ha CUMMTOMaTKKaTa Un cbpfeyvHaTa pyHKUMA, HO
nNpoyyYBaHUA B HarnpeyeH pa3pes nokasgar, Ye yectoTaTta Ha JIK
cucTonHa AncdyHKUMA 1 npefcbphHaTa apuTMUA HapacTBa C
HanpejBaHe Ha Bb3pacTTa.??2224225423 YecToTaTa Ha KOHTPOJI-
HUTe Npernean ce onpepens OT TeXecTTa Ha 3abonABaHeTo,
Bb3pacTTa U cMMATOMaTuKaTta. KnuHuyeH nperneg ¢ 12-kaHan-
Ha EKI n TTE ce npaBu BegHBbK Ha 1-2 rognMHM Unm no-4ecTo,
AKO MaLMEeHTBHT MMa HOBOMOABUAY Ce OMNIaKBaHUA OT Cbpaey-
Ha HepocTaTbyHOCT. AmOynaTopHa enekTpoKkapauorpadus
ce npenopbyBa eXerogHo (Mnn Ha 6 Mecela NpW HanMumne Ha
neBonpeacbpAHa aunatauma =45 mm) 3a oTKprBaHe Ha 6e3-
CYMMTOMHA MpPeACcbpAHa U KamMepHa apuTMUA U e MOoKasaHa,
KoraTo MaumMeHTbT NONYUYn CUHKOM UAN NannuTaLmm.

AKO e oCbllecTBMMa, CbpAeyHo-6enoapobHaTa paboTHa
npoba Moxe fa oCUrypu 06eKTUBHU JaHHW 3a BOLWWABaHe Ha
60necTTa, HO NPU NIUMNCca Ha MPOMAHA B CMMNTOMAaTUKaTa ce 13-
BbpLUBa BEAHBX Ha 2-3 rognHu. [lJaHHWTe 3a eBoNOLMATA Ha
MUOKapAHaTa ¢ubposa npu npocnegasaHe cbc cAMP ca oc-
KbHM, HO, aKO 1MMa TaKMBa Bb3MOXHOCTU, TpsA6Ba Aa ce 06Cb-
nun oueHka cbc cAMP Ha Bceku neT roauHun Uiam Ha 2-3 roguHn
npu NaumeHT ¢ Nporpecrpatya 6onecr.**

MbnHo nscnenBaHe, BkntountenHo EKI, TTE u ambynatop-
Ho EKI MmoHuTOpupaHe, TpAbBa Aa ce HanpaBu B paMKWTe Ha
1-3 meceua 1 6-12 meceua cniefl MHBa3MBHa cenTanHa peayk-
LMOHHa Tepanus.

MpenopbKu 3a pyTUHHO NpocieaaBaHe

Mpenopbkn Knac® Huso® NsT

KnuHnyHa oueHKa BK/oYBalla
12-kaHanHa EKI' n TTE ce npeno-
pbyBa Ha Bcekun 12-24 meceua npu
KSIMHWYHO CTabWHM NaLyeHTU.

68,72,
74,84,
85

KnuHnyHa oueHKa BKAoOYBalla
12-kaHanHa EKT n TTE ce npeno-
pbyBa, BUHarM Korato HacTbnu
npomsAHa B CMNTOMaThKaTa.

68,72,
74, 84,
85

48-yacoBa ambynatopHa EKI
ce npenopbyBa Ha Bcekn 12-24
Meceua Mpu NauneHT B CUHY-
COB pWUTBM C nesonpefacbpaeH
pasmep 45 mm v BUHarn Korato
nauueHTuTe ce onsiayaT oT HOBO-
noABMAN ce NannuTauun.

69-73

CAMP moxe fga ce obcban Ha
BCEKM 5 roAviHU Mpu KNaHWYHO
CTabWNHU MaLMEeHTN UK Ha BCe-
KW 2-3 roAvHW npuv naumeHTn ¢
nporpecupatia 6onecrt.

C424

CMMNTOM-IMMUTUPaHa paboTHa
npoba TpAbBa Aa ce 06CbAMN Ha
BCeKM 2-3 years Npu KANHUYHO
CTabUNHM NaynmeHTn Wy BCAKa
rofgnHa npu naymeHTn ¢ nporpe-
cupala cuMnTomaTuKa.

425

KapavionynmoHanHa pabotHa npo-
6a (ako e Bb3MOXKHO) Moxe f1a 6bae
obcbaeHa Ha BCeKM 2-3 roaviHu
NPy KNMHUYHO CTAaBUIHN NaLUeHT
W BCAKA rOAVIHA MPY NaLmMeHTu ¢
nporpecmpatia CMMNTOMaTUKa.

233,426

@ Knac Ha npenopbKuTe.
HuBO Ha fOoKa3aTeNCTBEHOCT.
€ N3TOUHMK(UM) NoAKpensaWm NpenopbKuTe.
CAMP = cbppeyeH afpeHo-MarHnTeH pe3oHaHc; EKI = enekTpokapanorpama;
TTE = TpaHCcTOpaKkanHa exokapauorpapus.

11. Penpogykuma n KOHTpauenuua
11.1. YBop

BpemeHHOCTTa e cBbp3aHa C MHOIO GpU3MONOrNYHN MPOMEHH,
BKJIIOUMTENHO HapacTBaHE Ha Mjla3mMeHus 06em 1 CbpaeUHNs
ne6ut ¢ 40-50%, NoHMKaBaHe Ha CUCTEMHOTO CbAOBO CbMPO-
TUBNEHME N CbCTOAHME Ha Xunepkoarynauma. Bbnpekn ye no-
BeyeTo xeHu ¢ XKMI nmaT HeycnoxHeHa 6peMeHHoCT, Te3n ¢u-
310TOrMYHM MPOMEHN Ca CBbP3aHM C MOBULLEH PUCK 3a MaliKaTa
1 nnopa, Tl KaTo 06eMHOTO HaTOBapBaHe MOHAKOra He ce Mno-
Haca pgobpe B ycnosuaTta Ha JIKOUT v gnactonHa anchyHKums.
MoaxopAwa n HaBpeMeHHa KOHCYNTaumuA 3a KOHTpauenumnaTa,
puckoBeTe OT BpeMeHHOCTTa U pUCKa OT NpefaBaHe Ha 6onec-
TTa Ha NNoJa e BaXKHa NP BCUYKM XKeHn ¢ XKMIM 427428

11.2. KoHTpauenuusa n npeKbcBaHe
Ha 6pemeHHOCTTa

Korato gapeHo momuue ¢ XKMI gocturHe depTunHa Bb3pacT,
TO TPAGBa Aa Nonyun CbBETU 3a ynoTpeba Ha 6e3onacHa n edek-
TUBHa KOHTpaLenuus, Tbil KaTo HennaHWpaHaTa GpemMeHHOCT
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HOCK NO-BMCOK pUCK.*”’ BaprepHuTe MeToaM 3a npefnasBaHe
(koHpomu, Anadparmu, BarmHaneH NpbCTeH) ca 6e3onacHu, Ho
He ToNKoBa ePEKTVBHM, KONTKOTO MepopanHnNTe KOHTpaLenTmBY,
0Py 1 B KOMOUHaUMA CbC cCnepMuLmMaHn cpefcTBa (1-roguiieH
Heycnex 15-30%). Hncko-no3oBuTe nepopasnHm KOHTpaLenTuam
¢ 20 pg vnm 30 pug eTnHWUN-ecTpaamnon ca ebeKkTUBHU (Makap u
B MO-MaJika CTerneH B MiafiexKa Bb3pacT) v moraT fa 6baat vs-
nonsBaHu 6e3onacHo nNpuv noeeyeto xeHu ¢ XKMI, ¢ nsknioyve-
HMe Ha Te3u C NOBULLEH TPOMOOEMOONNYEH PUCK (HANP. KeHU
CbC CbpAeyvHa HepocTaTbuHOCT unum M), ako He m3nonssat
[OCTaTbyHO edeKTMBHA nepopasiHa aHTMKoarynaHTHa Tepa-
nus. MNepopanHn KOHTPaLENTVBU He ce NPenopbyBaT NPU KEHN
nyLwaykmn 1 no-sb3pacTHN OT 35 rognHN UIn € aHamHe3a 3a Be-
HO3eH Tpomboembonunsbm. CrnelwHaTa KOHTpauenuua e 6e30-
nacHa 3a »eHu ¢ XKMI1.4742° KoHTpauenTnBu CbabprKalyn camo
nporectepoH ca 6e3onacHa anTepHaTvBa, HO epeKTUBHOCTTA
Ha xanuyeTtaTta camo C MpPOrecTepoH (pesorecTpen) 3aBWCU OT
KommnnanaHca (exeaHeBeH npuem ¢ Bapuauum <12 yaca). Morat
[a ce M3Mon3BaT APYrM CbAbPXKaL4M CaMO MPOrecTepoH KOH-
TpauenTuBY, BKIYUTENHO 3-MeCeYHUN WHXEKLUMM C MeLPOK-
CMNPOrecTepoH aLeTaT UM KOXKHU NPOreCTeEPOHOBY NMMNAHTX,
HO € HEOOXOAMMO MOBHULLEHO BHMMAaHMWE NMPW XEHWU C [1MacTon-
Ha WM CUCTONHA CbpAeYHa HeAOCTaTbUYHOCT, MOpPajamn PUCK OT
3aApbXKKka Ha TeyHOCTW. JleBOHOprecTpen-ocBo60KAaBaLLoToO
BBTPEMATOYHO YCTPOMCTBO (cnupana, intra-uterine device, IUD)
e 6e3onacHa 1 edpeKTBHa anTepHaTBa. MeToanTe BKOUBALLN
camocTosTenHa ynoTpeba Ha NPOrecTEPOH He BMHAru ce NoHa-
CAT, MOpajn HepuTMMYHa KpbBo3aryba. Moxe fia ce n3non3Ba
MeflHa crnvpana, Ho TA e no-cnabo edeKTnBHA 1 e CBbp3aHa C
exxemeceyHa KpbBo3saryba. Mpu noctaBaHeTo Ha IUD He e He-
obxoanma aHTUOMOTMYHA NPOPUNaKTUKA, HO MO BPEME Ha UM-
nnaHTauMATa MOXe Ja HaCTbNW Ba3oBaranaHa peakuma n ciego-
BaTENHO Npw »KeHu ¢ Texxkka JIKOUT 1a TpabBa aa ce umnnaHTrpa
B 6OMIHMYHA OCTAaHOBKA U CNef KapAMOIOorMyHa KOHCynTauus.

Moxe pa ce u3BbpWM CTepunnsauma yYpes NUrnpaHe Ha
TpbbuTe, BbMPEKM Ye TpAOBa fa ce MMa NpenBUA PUCKBT OT
aHecTe3nATa M abpomuHanHaTa WHcybnaumAa. AnTepHaTtuBa
npeAcTaBiABa XMCTEPOCKONCKaTa CTepunmsauma ¢ ycTponcTeo
EssureTM (Bayer), HO T MOXe Cbllo Ja 6bAe CbNPOBOAEHa OT
Ba3oBarasiHv peakuum.*?42

MpekbcBaHe Ha GpemeHHOCTTa TpAGBa Aa Ce M3BBPLIN B
6onHULa cnep KOHCynTauma ¢ Kapauonor. iunataymarta n eea-
KyauusaTa ca 06MKHOBeHO 6e30nacHu; HO MMa MoKa3aHuA 3a xe-
MOAWHAMUYHO HabniofeHne, Tl KaTo npocTarnaHavH E1 unun
E2 moraT ga MOHWXKaT CMCTEMHOTO CbAOBO CbMPOTUBIIEHME.
MpocTarnaHuH F noBuwasa HanAaraHeTo B 6enoapobHaTta apTe-
puA 1 TpAbBa fa ce n3bArea.*?’

11.3. JleyeHue Ha 6e3nnoguneTo

In vitro pepTunmsaumaTa moxe fa 6bhe CBbp3aHa CbC 3afpbXKKa
Ha TEYHOCTM U C apTepuasieH U BEHO3eH TpoMb6oembonn3bM. Ts
BEPOSTHO e 6e30mnacHa Npu HUCKOPUCKOBY MauneHTn ¢ XKMI,
HO TpA6Ba Aa ce 136area NPU NaLNEHTN CbC CbpAeYHa HeaoCTa-
TbUHOCT Mnn MM 1 Npu KeHn ¢ TexKa xmuneptTpodusa n pecTpu-
KTuBeH mopen Ha JIK nbnHeHe.*”” Korato npeaumniaHTaunoH-
HaTa reHeTMYHa AnarHo3a (BMXTe pasfen 6)e cepmosHa, npu in
vitro epTunnmsayus TpabBa Aa ce AbpXKU CMETKA 3a pUCKa.

11. 4. KoHcynTauunsa npean 3ayeBaHe

MoBeueTo xeHn ¢ XKMI noHacAT fobpe 6emeHHocTTa. Manka-
Ta XMnepTpoduyHa NAaBa Kamepa B NOBEYETO Cllyyan MOXe Aa
ce npucnocobu KbM GU3MONOrMYHOTO HapacTBaHe Ha KPbBHUA
06em 6e3 NpeKoMepHO NMOoKayBaHe Ha HassraHeTo Ha MbJIHEHe.
MankoTo ny6nvKyBaHU ciyyanm Ha MaluMHa CMbBPT Ca HaCTb-
NV NPEeAUMHO NPW »KeHW, 38 KOUTO e 6BUNO U3BECTHO Ye nmat
MHOTO BUCOK prcK.*°-432 BowaBaHe no Bpeme Ha 6peMeHHOCT
Hal-4ecTO HacCTbMBa MPU eHW, KOUTO ca CUMMTOMHU Npean
b6pemeHHOCTTa. #4343 YecToTaTa Ha CbpheyHaTa HeoCTaTby-
HOCT Mo Bpeme Ha 6peMeHHOCT Bapupa B NPOyYBaHNATA, HO TA
€ MoXe 61 No-BepoATHa MPU XKEHW, KOUTO ca BKnn C HapyLueHa
JIK dyHKUMA npean 6pemeHHOCTTa. #3435 [pagneHTHTE B NIeBO-
KaMepHUA M3XOAeH TPaKT MoKa3BaT TEHAEHLUMA KbM NIEKO Hapa-
CTBaHe Nno Bpeme Ha 6peMeHHOCTTa, a cnopep NybnnKyBaHuTe
AaHHM BUCoKMTe rpagneHTn Ha JIKOUT pernctpupann npegm
6peMeHHOCTTa ca CBbP3aHu C NoBeYe YCNIOKHEHUA MO Bpeme
Ha 6peMeHHOCTTa. 30432434436 3eHn ¢ apuTMUU Npean Gpemen-
HOCTTa Ca MO-CKJIOHHN KbM peLuimBu Mo Bpeme Ha bpemeH-
HOCT,430,436 HO OpeMeHHOCTTa caMa Nno cebe cu BEPOATHO He
MOBKLLIABa 3aUNTENHO PUCKa OT apUTMUA. 30432433436

TeopeTnyHO, OLEeHKaTa Ha pucka Tpabsa Aa ce M3BbPLUK
npeau 3a4yeBaHe, C MOMoLLTa Ha MogudurLMpaHaTa Knacuduka-
uua Ha CBeToBHaTa 3fpaBHa opraHusauuma (C30, World Health
Organization, WHO).427 MNMoseueTto nauuneHTn ¢ XKMI ca ¢ knac
Il unm [l no C30 (tabnuua 8).427 CoBeTHT Aa He ce 3abpemeHs-
Ba e onpasgaH (knac IV no C30) npu manka yacT oT nauneHTuTe
CbC 3HauunTenHa JIK ancdyHKUma nnm Texka cumntomHa JIKOUT.
BpemeHHOCTTa MOXe Aia CTaHe Bb3MOXHa cfief; obiekyaBaHe Ha
JIKOUT.

TpAabBa fa ce Hanpasu exokappuorpadua 3a oueHKa Ha
KamepHaTa yHKLMA, MUTpanHata peryprutauma n JIKOUT. Pa-
60THa npoba (3a NpegnounTaHe Nnpean 6peMeHHOCTTa UIKn Npu
6e3cMMNTOMHU 6peMeHHN xeHu fo 80% OT NpeABrAeHaTa MakK-
CMManHa CbpAeyYHa YyecToTa) e BaXKHO CPeACTBO 3a OLeHKa Ha
byHKUMOHaNHMA KanauuTeT, OTToBOpa Ha CbpAeyHaTta yectoTa

Ta6nuua 8: Moaunduumnpana Knacupukauma Ha C30 Ha MaNYMHNA CbPAEUYHO-CHAOB PUCK: MPUHLMAN U NPUIOXKEHNe

PYCK OT MOP6UAHOCT

Hama fonoBUM pUCK OT MailyMHa CMBPTHOCT ¥ HUKaKbB/Cab

BULLEH PUCK OT MOp6I/IJJ,HOCT

Jleko noBuweH pucK ot ManymHa CMDPTHOCT NN YMEPEHO Mno-

MoBeueTo xeHun ¢ XKMI: nek fo ymepeH JIKOUT; 6€3cMMNTOMHM C UK
6e3 MmeavKaums, [obpe KOHTPOANPaHa apuTMUA, HOPMasHa CUCTON-
Ha JIK dyHKuma unu neka JIK ancdyHkums

M0p6I/I[1HOCT; 6peMeHHOCTTa € NpPOoTMBOMNOKasaHa

3HaunTENHO NOBMLLEH PUCK OT MaluMHa CMBbPTHOCT nnu Texka | Texxbk JIKOUT, cumntomaTtka nnv aputmMua Bbnpekn ontumasnHata

MeguKauus, ymepeHa cuctonHa JIK aucoyHkumsa

6ugHocT; 6pEMeHHOCTTa € NPOTMBOMNOKa3Ha

EKCTPEMHO BICOK PYCK OT MalumHa CMbPTHOCT UM TEXKa MOP-

Texka cuctonHa JIK aucoyHkuma, Texxka cumntomatnyHa JIKOUT

XKMIM = xuneptpodununa kaparommuonatus; JIK = nesokamepHa;JIKOUT = neBokamepHa 06CTPyKLMA Ha U3xoaHMA TpakT; C30 = CBeTOBHa 3[ipaBHa OpraHu3aymsa.
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n aputMmumnTe. 47 Mpegn 3ayeBaHeTo TpsbBa Aa ce Hanpasu
nnaH OTHOCHO ynoTpebaTa Ha JIeKapCTBa 1 CJIEAEHETO MO Bpe-
Me Ha 6PeMEeHHOCTTa, KOWMTO ce 06CbXKAa C NaumneHTa 1 HelHNUA
napTHbop.*” [eHeTMYHA KOHCYNTaLMA Ce NpenopbyBa Npw BCUY-
Ku xeHn ¢ XKMI (BuxkTe pasgen 6).

11.5. MNoBepeHne npu 6pemeHHOCT
n paxpgaHe

Mpw xeHn ot knac Il no C30 TpA6Ba fa ce NpaBy OLEHKa BCEKM
TpumecTbp. KeHn oT Knac lll no C30 Tpabea aa 6bAaT KOHTPO-
NUPaHN B cneuuanu3npaHn LeHTpoBe OT MyNTUAUCUMIIIMHA-
peH TM exxemeceuyHo v Ha fBa meceua.*” OoKycbT TpAbBa
fa 6bfe BbpXy cMuMnToMaTrKaTa, ob6cTpyKumaTa Ha JIK naxoneH
TPaKT, apuTMunTe 1 KamepHaTa ¢yHKUMA. Exokappuorpadun
TpAbGBa Aa ce NpaBuW BCEKV TPUMECTBP WY NpuY NosABa Ha HOBa
CcMMNTOMaTHKA.

MpenopbknTe 3a ynoTpeba Ha nekapcTBa No Bpeme Ha bpe-
MEHHOCT 1 KbpMeHe ca 0600LLeHn B eslekmpoHHa mabnuya 6.**
KoraTo ce npepnnceat nekapctsa, TpAbBa fa ce AbpXKu cmeTKa
3a Bb3MOXHWTe BpefHu edeKTn BbpXy nnoga. M nekapart, n na-
LUMeHTHT obaye TpAbBa Aa cv JaBaT CMeTKa, Ye OTKa3bT OT fa-
BaHe Ha NekapcTBa Ha MalikaTa MOXe [a 3acTpally Cepro3HO
HEMHOTO 3JpaBe M MO TO3W HauuH 1 nnoga (Hanp. neyeHvie Ha
CEePUO3HN KaMepHW apUTMWM U aHTMKOarynaHTHa Tepanus 3a
MM). B kpaliHa cmemka, 30pasemo Ha matikama mpsaga 0a uma
npedumcmao.

B-6nokepute TpAGBa Aa GbAAT MPOADBIIKEHU, aKO Ca Beye
M3MoNn3BaHN npean 6pemeHHOCTTa (Makap Ye ce npenopbu-
Ba HOBa MpeLieHKa Ha HeOOXOAMMOCTTa OT TAX), @ HeXenaHuTe
edeKkTn, KaTo 3abaBAHe Ha pacTexa, HeoHaTana bpaankapana
WM XUNOFNKEMUA OBUKHOBEHO He Ca TEXKM U MOraT JIeCHO
Za 6bpat oBnagaHu. B-bnokepute Tpabea fa 6bAaT 3anoyHaTy
npwu nosiBaTa Ha HOBU CMNTOMK.*743* MeTonposnon e Haii-yecto
M3MON3BaHOTO CPEACTBO; aTEHOJON He Ce NpernopbyBa, Nopaan
no-yecTa Bpb3Ka Cbc 3abaBAHe Ha pacTexa. Koeamo ca npeonu-
caHu B-6noKepu ce npenopa4ed npocnedagaHe Ha pacmexa Ha
n100a u Ha CbCMOoAHUEMO Ha HOBOPOOEeHOMO.

Bepanamnn n guntnasem ce npuyncnasaT kbm knac C no
Knacnoukaumata Ha FDA, KoeTo 03HauaBa, ye NoTeHUManHaTa
nos3a oT TAX MOXe fja onpaBgaae ynotpebata M npm 6pemMeHHn
XKeHU, BbNpeKu NoTeHUanHnuTe pUcKoBe.

Juzonupamud mpsbea 0a ce u3nos3ea camo K02amo NoOMeH-
yuasaHama nonsa Haoxewpsia puckogseme, muli KAMO MOU Moxe
0a NpUYUHU ymepuHHU KOHMpakyuu.*®

AmuopapoH TpAbBa Aia ce 13Mos3Ba camo KoraTo e abcontoT-
HO Heo6XxoAMM, MopaAU PUCK OT TPeouHa TOKCUYHOCT 3a Nioaa,
3abaBsAHe Ha pacTeXka U HEBPOJIOTMYHM HexenaHn edeKTi. 27439440

TpyaHo noHocumoTo MM moxe aa 6bae 6e3omnacHo Kapau-
OBepTMpaHo Mo Bpeme Ha 6pemeHHOCTTa. Tbil KaTo MMa onu-
CaHV OTAENHU CJlyyYan Ha AUCTPEeC Ha Mnofa HeMoCpPeACcTBEHO
cnef, enekTpuyecka KapavoBepcus, Tasu npouegypa Tpabsa
fa ce MPUIoXKN NPU Hannyme Ha Bb3MOXHOCTU 33 CbPAEYHO
MOHUTOPMpPAHE 1 CMeLHO Le3apoBo ceyeHne.**! Mpu napokcu-
3ManHo unm nepcuctupato NM ce npenopbyBa TepaneBTUYHA
aHTMKoarynaums C HAICKOMOJEKYeH XenapuH c aHTu-dakTop Xa
KOHTpON (MMKOBM CTOMHOCTM Ha aHTK-Xa 0,8-1,2 U/mL 4-6 vaca
cnep NpunoXKeHve) npes NbpBuAa TPUMECTbp 1 oT 36-Ta cel-
MuMLa HaTaTbK — unu BKA npes BTopusa 1 Tpetnsa TpumecTbp.*?’
HoBunTe nepopanHu aHTYKoarynaHtu (Hanp. gaburatpaH, pusa-
pokcabaH) He ce npenopbyBaT, NOPaAN AoKasaHa TOKCUYHOCT
NPV XMBOTHW 1 HEAOCTAaTbYHO faHHW Npwu Yoseka. Mpu nHan-

Kauum no Bpeme Ha 6pemMeHHOCTTa TpPA6Ba Aa ce MMMIAaHTMpPa
nencmenkbp unu VKL, no Bb3aMOXHOCT Nof exokapanorpadckm
KOHTpON.

B Kpasa Ha BTOpMA TPMMECTbP MYNTUANCLMUMANHAPHUAT
TUM TpAGBa Aa M3paboTu NnaH 3a paxgaHeTo. Mo npuHuMn ce
npernopbyBa MIaHOBO BarvHajHO paxJaHe, BbMNpeku ye bes-
CUMMTOMHMU XeHW C NeKo 3abonsiBaHe MoraT ja poAAT CNOHTaH-
Ho. LlesapoBo ceyeHme ce N3BBPLUBA HaN-4eCTO NO aKyLIepCKu
MHAMKauUK, Ho TpsabBa fa ce o6CbAM NpY NaLUEHTU C TEXKA
JIKOWUT, npexaeBpemeHHa pofoBa AeHOCT Ha $OHa Ha nepo-
PanHN aHTUKOArynaHTn UK TexKa CbpAeYHa HeAOCTaTbYHOCT.
EnngypanHata n cnnHanHaTa aHecTe3unA ca Nosie3HN 3a Hamansa-
BaHe Ha 6osikaTa U CcTpeca, Ho TpsAbBa Aa ce npwuiaraT pasymMmHo
C uen n3bareaHe Ha BazoaguiaTauma n XNnoToHUs, 0CobeHo npu
Texkka JIKOUT. CnuHanHaTa aHecTe3uns C eArHUYeH 6onyc TpA6-

MpenopbKy OTHOCHO PenpoAYKTUBHUTE BLAPOCU NpU
»KeHu ¢ xunepTpodpuyHa KapguommonaTus

Mpenopbkn Knac® | Hueo® /E3

Mpu BCUUKY KeHu e HeobxoaMMa
OoLeHKa 1 KOHCynTauus npeav
6peMeHHOCT.

427,428

KoHcynTaumsa 3a 6e3onacHa u
edeKTMBHa KOHTpauenuusa ce
npenopbyBa Npu BCUYKW XKEHU
BbB pepTuiiHa Bb3pacT.

427,429

KoHcynTauma OTHOCHO pucKa oT
npefasaHe Ha 6onecTTa ce npe-
nopbyBa MNPU BCUYKK MbXe W
KeHV npeamn KoHuenuyms.

427

B-bnokepute (3a npegnoumTaHe
MeTonposnon) Tpsibea Aa 6bae npo-
IBITKEHV MPU >KEHW, KOUTO Ca Mpu-
ema’u Takviea npeam 6pemMmeHHOCT.

427,434

-BrnokepuTe (3a NnpeanountaHe
meTonponon) Tpabea Aa 6bae
3aMnoyYyHaT Npu eHU, KOUTO pas-
BMBAT CUMMTOMaTMKa NO Bpeme
Ha 6peMeHHOCTTa.

427,434

MpenopbyBa ce KOHTPOS Ha pac-
TexXa Ha N10fja U Ha CbCTOAHNETO
Ha HOBOPOZEHOTO, BUHArK Kora-
TO ca npeanucaHm B-6nokepu.

427,434

Kato nbpsu nsbop npu noseve-
TO MAUMEHTKN ce npernopbyBa
nnaHoBo (MHAYUMpPaHO) Baru-
HanHo paxpaaHe.

427

Mpyv  npeacbpAHO  MbXAeHe,
B 3aBUCMMOCT OT CTagua Ha
6pemeHHOCTTa,d ce npepnouymTa
TepaneBTUYHA aHTMKoarynaums c

HMX vnu ButamuH K aHTaroHucTu.

427

Mpu nepcucTrpawo npeacbpa-
HO MbXAeHe TpAbBa fa ce 06Chb-
[V Kapgnosepcus.

441

@ Knac Ha npenopbKkuTe.
HuBO Ha loKa3aTeNncTBEHOCT.
€ VI3TOYHMK (LK) NOAKPENALLM NPernopbKUTe.
di35 nofpO6GHOCTN BUXTE TEKCTa
HMX = H1CKO MOneKynapeH xenapuiH.
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Ba fa ce 136Area.*”*42 [lo Bpeme Ha paxfaHeTo TpsbBa Aa ce
06CbAN MOHUTOPMPaHe Ha CbpfeyHaTa YecToTa 1 pUTbM Mpu
naLueHTU C BUCOK PUCK OT pa3BuTre Ha apuTtMunn.** OKCUTOLMH
TpAbBa fa 6bAe npunaraH camo B 6aBHa UHOY3MA 3a n3bArea-
He Ha XWMMOTOHUA 1 TaxmKkapauA. [Mopagn NoOBULWEHNA PUCK OT
6enofpobeH eflemM BbB Bpb3Ka C NpepasnpeaesieHneTo Ha Teu-
HOCTUTE Cnep pakgaHe, KIMHUYHOTO HabnogeHne Tpabea Aa
npoabmku 24-48 yaca.*” He e HeobXo04MMO Ae3aKTVBMPAHE Ha
WK no Bpeme Ha BarvHanHoO paxaaHe.

12. CneuymnanHu Bbnpocn

12.1. [AmarHocTuka Ha xuneprtpodpunyHarta
KapanomvonaTuvs npv CNOpTUCTA

OusmonornyHaTa agantauma KbM pefoBHUN MHTEH3UBHU Gur3n-
YecKn TPeHNPOBKY e cBbp3aHa ¢ EKI npomeHy, kouto ca nspas
Ha MOBWLLEH BarycoB TOHYC, yBeIMYeHN pa3Mepn Ha CbpAeyHa-
Ta KyxuHa u no-ronama JIK gebenviHa n maca.** BbamoxxHocTnTe
3a HageXAHo pasrpaHuyasaHe mexxay XKMIT v To3n HopmaneH
edeKT Ha TPEHUPOBKUTE UTPAAT Ba)kHa PoNA, 3all0OTO HETOYHa-
Ta AMarHo3a nMa Cepuo3HUN NOoCNeACcTBMA 3a OTAENHNUTE aTneTun
N TeXHUTe CemMelNcTBa, KakTo M 3a CMOPTHWUTE opraHm3auumn u
0o6LwecTBOTO KaTo uaAno. OnucaHn ca HAKOJSIKO KJIMHUYHW Npu-
3HaKa, KOUTO OoT/iMyaBaT ¢U3MoNIOrMyHaTa OT MaToforMyHaTa
xuneptpodua,**+44 Ho MmoraT Aa Bb3HUKHAT AUAeMU Npu inua C
rpaHnyHa nnm neka JIKX.**¢ B oTcbCcTBUE Ha MOTBBPAEH ,3MaTeH
cTtaHTapT”, anarHosarta XKMI npu gageH cnopTUCT U3MCKBA WH-
TerpvpaHe Ha peauua OTAENHM NapaMeTpu C pasfinyHa YyBCT-
BUTEHOCT ¥ crnieynduyHocT. EnekmpoHHa mabnuya 7 o6o6ua-
Ba Mpu3Hauu, KOMTO NomaraT 3a pa3rpaHunyaBaHe Ha XKMI ot
¢dusnonornyHata JIK xvneptpoduma npuumHeHa ot puanyeckm
TPEHVPOBKM N KOUTO Ce MOAKPENnAT B AOCTaTbyHa CTeneH ot
ny6nMKyBaHUTE AaHHN,*9445-460

12.2. XunepTtoHunsa

B KnvHMYHaTa NpakTrKa Moxe fa npeAcTaBiABa npenn3BuKa-
TENCTBO fa ce Hanpasu andepeHUmManHa AnarHosa mexay Xu-
nepToOHMYHa CbpheyHa 6onecT oT egHa cTpaHa n XKMI cbyeTa-
Ha CbC CUCTEMHA XMMEPTOHMA OT Apyra cTpaHa. PerpecusaTa Ha
JIKX B x0ofja Ha NleyeHneTo Ha XMNEepPTOHUATA € apryMeHT cpelLly
anarHosaTta XKMI, Ho 06paTHOTO He e HeNpPeMEHHO BEPHO, 61466
KNUHWYHM Npu3HaLmM, KOUTO HacouBaT KbM fuarHo3zaTa XKMI
npW NaLneHT C XMNePTOHNSA ca 0606LweHn B mabauya 9.

12.2.1. O6pa3Ha guarHocTuKa

YBenunueHa JIK maca no exokapanorpadckum AaHHM ce cpelya
npu >30% oT xuneptoHnunTe.*’ CreneHTta Ha xuneptpoduaTta
ce B/MAE OT eTHMYecKaTa MPUHAANEKHOCT, HEBPOXYMOPAJTHU
baKTopy U reHeTUYyHW BapuaHTn.468-470 Mo mpuHUMN, MakK-
cumanHata gebenvHa Ha JIK cTeHa e no-ronAMa npu nauueHTn
¢ 6e3cnopHa XKMI, Ho mexnay ABeTe CbCTOAHUA MMa NPUMo-
KpuBaHe.*'-> MHO3UHCTBOTO OT MaLMEHTUTE C XUNEePTOHNYHA
JIKX nmat makcumanHa gebennHa Ha mMexayKamepHua centym
<15 mm,***7 Ho Npn YepHOKOXM (0COBEHO MpPW HanuumMe Ha
XPOHMYHa 6bbpeyHa 6onecT) MakcumanHata febenvHa Ha
MeXayKamepHUA CenTym e yecto mexay 15 n 20 mm.*8 KbcHo
ragonMHNEBO KOHTPacTUpaHe B CpefHaTa YacT Ha M1oKapaa u
envKkapaa ce cbobLasa v Npu xuneptoHus, n npu XKMT1,*¢ Ho
npu XKMI nokassa TeHAEHUNA KbM NIOKaNn3MpaHe B CermeHTa
C Hal-ronAma pebenrHa Ha cTeHaTa U B TOUYKWUTE Ha NpUKpen-
BaHe Ha [K.*® Cblo Taka, BbNpeKn Ye ANacTONHU HapyLleHns
n JIMN gunatauua ce HabnogaeaT v npu XKMI, n npu xunepto-
HMA, TeXKaTa AMacTonHa ANCOYHKUMA e no-TinuyHa 3a XKMIT.
MN306pasaBaHeTo Ha Muokappa c [onnep M MUOKapAHUAT
CTPelH mMoraTt fia MOMOrHaT 3a pa3rpaHnyaBaHe Ha ABeTe CbC-
TOAHKA. 772480 [IKOUT B MOKOW UM NpU HaTOBapBaHe MOXe Aa ce
HabntopaBa Npu XMNEPTOHUA 1 HEe MOXe Aa CNTYXM 3a AnarHo-
CTUYEH KpUTepuiA.#81482

12.2.2. EneKkTpoKapauorpama

B 12-kaHanHa EKI BontaxHu kputepum 3a JIKX ce yctaHo-
BABaT nNpu 10-20% ot xuneptoHnymnte ¢ JIKX, HO noHe npwu
npeAcTaBUTeNUTE Ha KaBKa3KaTa paca — ronemu penonapu-
3aUMOHHM NMPOMEeHU, NPOBOAHMN HapyweHua n Q-3vbun ca
HEONYANHW. 08467483484 TpencbpAHOTO MbXKAEHE € 4YecTo U1
npuv ABeTe CbCTOAHMUA U 3acAra NpMbAN3UTeNHoO efHa TpeTa
oT naumneHtTute. KamepHu ekctpacuctonu n HMKT (NSVT) ce
cbobuwasat B o 30% OT NauMeHTUNTe C XUMEePTOHUA YCOX-
HeHa oT JIKX.485-487

12.3. UN3onupaHa 6a3anHa centanHa
xuneptpodus (curmonpeH centym)
npu NayneHTn B HanpepHana
Bb3pacT

Hakon NO-Bb3PaCTHN NAaUNEHTU NMaT NieKa 6a3anHa cenTanHa
XI/II'IeprOd)I/Iﬂ (Hapmana NOHAKOra cmrmounjeH centym vnun
cenTasiHa N3MbKHANOCT) CBbp3aHa C nog4yepTaBaHe Ha brbJia

Ta6bnuua 9: KnuHMYHM Nnpu3Hauy nognomaralm andpepeHumanHaTa guarHosa MeXxay XunepToHnyHa cbpaeyHa 6onecr

n XxuneptTpoduyHa KapamomuonaTus

HopmanHa 12-kaHanHa EKT nnv n3onvpaHo nosuiieHne Ha BoNTaxu 6e3 penonapri3aumoHH NpoMeHu

@QamunHa aHaMmHe3sa 3a XKMIM

Perpecus Ha JIKX cnep 6-12-meceueH CTPUKTEH KOHTPOJ Ha apTepranHoTo HanaraHe <130 mm Hg)*®

[ecHokamepHa xuneptpodus

KbCHO KOHTpacTUpaHe C rafoNMHNIA B MecTaTa Ha MHcepuus Ha K nnm nokanusmpaHo B cerMeHTU ¢ MakcumanHo J1K 3agebenssaHe npu cAMP

MakcnmanHa ge6enviHa Ha JIK cteHa =15 mm (kaBKa3Ka paca); 220 mm (4epHa paca)

TexKa auactonHa ANCceyHKLnA

M3paseHn penonapusauoHHN HapyLLeHNsA, NpoBoAHa 6onect unu Q-3b6uM B 12-KaHanHata EKT

EKI = enekTpokapavorpama;cAMP = cbpaeyeH sagpeHo-marHuTeH pe3oHaHGXKMI = xuneptpoduuHa kapanommonaty; JIK = neBokamepHa(o); JIKX = neBokamepHa

xunepTpodus; [IK = aAcHa Kamepa.
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mexay aopTata u JIK KyxvHa. MHOro ot Tax Mmat aHamHesa
3@ XUMEPTOHUSA, @ HAKOW — KasLMHO3a Ha MPbCTEHA HA MUT-
panHaTta knana. OrpaHvuyeHn faHHW NOACKa3BaT, Ye Npu nu-
LaTa C TO3M BapuaHT Ha KaAMepPHO pemofenupaHe ce cpela
no-paako damunHa 601ecT M MyTaLusa B reHa 3a CbpaeyHm
CapKOMEpPHU NPOTENHN.*®® BaxHo e, ye HAKOU nayueHmu ¢ 6a-
3a7HA cenmasnHa xunepmpogus uMam cuMnmMoMU Npu ycusnue,
nopadu nposokupaHa JIKOW, u mpsa6ga 0a 6s0am ouyeHeHU C
nomMowma Ha u3uo0eU4HA NPOBOKAUUSA U CMpec-exoKap-
duozpagus no Cuvlyusa HAYUH, KAKMO NayueHmu ¢ 6e3cnopHa
XKMI1.4824%0 CpBeTbT 3a GaMuieH CKPUHUHE B Tasu rpyna e
CrnopeH, Ho TpA6Ba fa ce PbKOBOAM OT 3HAUYEHNETO 3a UYSIEHO-
BETe Ha CEMeNCTBOTO M HAIMUMETO Ha CYCrneKTHa CUMMNTOMa-
TUKA NPV POAHUHU.

12.4. [narHocTuKa n neyeHune
Ha KfanHuTe 6onecTn Npun NauneHTn
¢ xuneptpodunyHa KapguomumonaTus

12.4.1. AopTHa KnanHa 6onecr

Mpwu nnca Ha pamunHa aHamHesa 3a XKMI nnn n3sectHa aHam-
He3a 3a XKMI1 npegu pa3ButMeTo Ha 3HauyMma aopTHa KnamnHa
6onect, audepeHUmanHaTa AMarHosa Mexay KriarnHata aopTHa
cTeHo3a ¢ TexkKa JIKX ot egHa ctpaHa n XKMIT cbyeTaHa ¢ gere-
HepaTuBHa aopTHa KnanHa 6onect moxe Aa 6bae TpyaHa, oco-
6eHO Npy MaUMeHTU B HanpefHana Bb3pacT C xunepToHus. Mo
NPUHLMMN, MOAENBT 1 TeXecTTa Ha JIK pemogenvpaHe npm aopTHa
CTeHO3a Kopesnupa cnabo C TeXXecTTa Ha KNanHOTO CTeCHEHUe.
Mexay 20% v 30% nmMaT acMeTprYeH MOAen Ha 3agebenaBaHe

Ta6nuuya 10: O6wWM cbo6Gpa)keHNA OTHOCHO HauYMHa Ha XKUBOT NP NaLMEHTN € XunepTpoduyHa KapguommonaTua

Dusnyecko HaTo-
BapBaHe

« MaymenTy ¢ XKMI Tpa6Ba fa M36Areat CbCTe3ateNiHy CNOPTHU eNHOCTH, HO Aa MOAADBPXKAT 34PABOCIOBEH HAUMH HA XKNBOT.
« CbBeTnTe 3a pasBfieKaTeSHM 3aHMMaHWUA TpA6Ba Aa 6bAaT cbobpaseHn CbC CMMMITOMaTMKaTa U PUCKA OT CBbP3aHU C
60necTTa YyCNOXKHEHUA BKIOUMTENIHO BHE3anHa CbpAeyYHa CMbpT.

LweTa, ankoxon n
TEesnecHo Terno

MNayneHtnTe Tpﬂ6Ba Aa 6'b,an HacbpyeHn fa nogabpXaT 34PpaBOC/IOBEH NHAEKC Ha TeleCHaTa Maca.

OO6WMHOTO XpaHeHe MOXe Aia MPOBOKUPa rpbaHa 60sKa, 0cobeHo npu nauneHTn ¢ JIKOUT. Mo-yecToTO NpMeMaHe Ha no-
ManKu KonmyecTBa XxpaHa Moxe Aa 6be oT nonsa.

[la ce n36area gexvigpartauusa v NpeKkoMepeH Nprem Ha asikoxos, 0cobeHo oT nauueHTy ¢ JIKOUT.

KoHcTnnauuaTa e yect CTpaHU4yeH e¢eKT Ha Bepal‘laMVI}'I/ﬂl/lSOl'lleaMl/l,q n Tpﬂ6Ba Aa 6'bﬂe npeofonAHa c AneTa n npu Hyxna
cnabutenHn cpeacTBa.

TioTioHONYyLWeHe

HsMa gaHHW NoKa3BalLy B3anMoaencTeme mexay TioTioHonyweHeT 1 XKMIT, Ho nauneHTute TpsAbBa ga nosyyar obuwa uH-
dopmauma 3a 30PaBOCIOBHUTE PUCKOBE CBbP3aHN C TIOTIOHOMYLIEHETO U, ako € Bb3MOXHO, MHGOPMaLMsA 3a HauMHU Ha
CMMpaHeTo My.

CeKkcyasnHa akTuB-
HoCT

Ha nauyueHTtuTe TpsA6Ba fa 6bae AafieHa Bb3MOXKHOCT 33 06CHXKAaHe Ha OMACeHUATA UM OTHOCHO CEKCyasiHaTa UM aKTUB-
HOCT. Be3MOKONCTBOTO 1 AeNpPecnsTa ca YeCTr C/iefl MOCTaBAHE Ha ANarHo3aTa 1 HAKOW NauneHTV MOXe Aa CNOoAEeNAT BUHa
VN CTPax OTHOCHO Hac/leAcTBeHaTa cvi 6ONeCT M pUCKa OT NPeAaBaHeTo U Ha MOKONEHNETO UM.

MauyneHTnTe TPAGBa fia 6bAAT OCBEAOMEHUN OTHOCHO NOTEHLMANHMA edeKT Ha IeYeHNETO BbPXY CeKCyanHaTa UM akTUBHOCT.
Mo npuHumn Tpa6Ba Aa ce n3barsat PDES nHxnbutopu, ocobeHo npu nauyuneHtu ¢ JIKOUT.

MeankameHTO3HO
neyexuve

MauveHTuTe TPAGBA Aa NoyyaT MHGOPMALMA OTHOCHO MeJMKAMEHTO3HOTO CU JIEYEHUNE, BKIKOUNTENHO NOTEHLUMANHN He-
xKenaHu epeKTu 1 B3aMMOAeNCTBIE C IeKapCcTBa M3MCKBALLW peLienTa, CpeACcTBa AaBaHu 6e3 peLienTa v ApYrv JOMbIHUTEN-
HY Tepanmu.

MepudepHn Bazogunatatony Tpadsa Aa 6b4aT N0 Bb3MOXHOCT U36sArBaHM, 0cobeHo npw naumeHT ¢ JIKOUT.

BakcnHauums

Mpy OTCHCTBME Ha MPOTUBOMOKA3aHMsA CUMMTOMHY NMaLMeHTV TpsA6Ba fa 6b4aT NOCbBETBaHN BCAKA FOAMHA Aa CE BaKCUHN-
paT NpoTuB rpun.

Wodumpare

MoBeyeTo NaymMeHTN MoraT Aa noayyaT 06UKHOBEHO CBMAETENCTBO 3a NPaBoynpaBneHne n MoraT Aa NpoAbXKa Aa wodpu-
paT, ako HAMAT pasceiiBaLyM NI HBANNAN3MPALLA CUMATOMMU.

MpenopbKata 3a ynpas/ieHne Ha rofemyi TOBapHW UM NpeBo3BallM MbTHULM cpeAcTBa TpAbBa Aa 6bae cbobpaseHa ¢
MeCTHOTO 3aKOHOAATesNICTBO.

3a AOMBAHUTENHN NPENOPBKY OTHOCHO WwodurpaHe ¢ VK] BnxTe HacokmTe Ha EHRA504 n nokanHuTe npasuna.

Pa6orta

MposeyeTo xopa ¢ XKMI ca cbcToAHME Aa NpoAb/IKaT HOpManHaTa cv paboTa. YuacTmeTo B TeXKbK Gpranyeckn Tpya, KONTo
BKJ/IIOYBa M3TOWMTENHa paboTa TpAbBa fla ce 06CbAN CbC CbOTBETHUA CNEeLNannCT.

Mpu HAKOW BUAOBE TPYA, KaTo NMUIOTU Y BOEHHW 1 CMELHY CITy»KOK, CbLyecTBYBaT CTPOrY Npasuia 3a AonycKkaHe.

CounanHuTe v GUHUHCOBUTE acneKkTy Ha grnarHo3ata XKMI rpsisa fja 6bAaT BKNoUYeHN B 06CHKAAHETO C POAHVHUTE Npeau
KINNHUYHWA Y TEHETUYEH CKPUHWT.

BakaHuun v 3acTtpa-
XOBKa MbTyBaHe

3a noBeyveTo 6e3CMMMTOMHM NALMEHTY U C NIeKa CUMMNTOMATMKA MbTYMBAHETO CbC CaMosieT e 6e30MacHo. 3a AONbHUTEN-
Ha uHbopMaLua BUKTE [0OHOCM 3d JlemeHe Ha NAcaxxepu CbC CbpOeYHO-Cb008U 6oecmu.>*

3acTpaxoBaTesiHMTE KOMMaHWM MOTaT fja MoUCKaT No-rofifiMa Cyma 3a 3aCTpaxoBKa MbTyBaHe. B HAKOV CTpaHu opraHun3aumum
3a NaymMeHTCKa NomoLy MoraT Aa AaAaT AOMbHUTENHN CbBETY 3a MOJlyYaBaHe Ha Pa3yMHa 3aCTPaxoBKa.

3aCTanOBKa Xneot

NnarHosata XKMI moxe Aa foBeae [0 TPYAHOCTY NPU NONyyaBaHe Ha 3acTpaxoBka »K1BOT Uav nnoTteka. CbBeTU 3a Npasu-
nata, KOUTO ce npenaraT B pa3nnyHu cTpaHy TpabBa Aa 6bAaT AafieHn Ha naumneHTa Npuw NocTaBsaHe Ha AnarHosara.

BpemeHHOCT 1
paxgaHe

BuxxTe PenpopyKuua n KoHTpauenuus (pasgen 11).

O6pa3zoBaHue/xo-
fleHe Ha yunnuie

Ha yumntenu v gpyrvi nuua, KOMTo Ce rpuKaT 3a naumeHTa, Tpaea Aa 6bAaT JafieHN CbBETU Y MMCMEHA MHGOPMaLMA OTHOCHO
rpwxmTe 3a feua ¢ XKMI.

Mpu nunca Ha cmnTOMaTMKa U PUCKOBK GaKToOpK Ha felaTta TpA6Ba Aa 6bfie NO3BOMEHO fa U3BBPLUBAT JIEKN A0 YMEPEHU
aepo6HM GpU3NYECKM ypaKHEHVA CbOTBETCTBALLM HAa CbBETUTE HA TEXHWA KapAMOSOr.

Heobxoanmo e obe3neueHue 3a geLiata cbC 3aTpyAHEeHUA B YYEHETO N Jpyry cneunanHu HyxXau.

K[ = umnnantupyem kaparoseptep gedubpunatop; EHRA = European Heart Rhythm Association; XKMIM = xuneprpoduyHa kapanomuonatus; IKOUT = neBokamepHa
06cTpyKLUMA Ha n3xoaHus TpakT; PDES5 = docdopnectepasa (phosphodiesterase) 5.
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Ha CTeHaTa, BbNpeKy ye xuneptpodriaTa 0OUKHOBEHO € yMmepeHa
(nebenuHa Ha cteHata <15 mm).*'*? [le6enriHa Ha NeBoKamep-
HaTa cTeHa =15 mm ce OTYMTa B Maskn KOXOPTW OT NO-Bb3pacT-
HV NaUMEHTN C XMNepToHus nscnefBaHn cbe cAMP.® CuctonHo
[BVKeHUe Hanpea v anHamuyHa JIKOUT ce cbobuiaBat npu na-
LUMEHTM C aOpTHA CTEHO3a W 3aTpyAHABAT TOYHOTO U3MEPBaHe
Ha KNanHus rpaguneHT. JleueHNeTo Ha aopTHaTa CTeHo3a TpA6Ba
[a 6bae cbobpaseHo C akTyanHuTe npenopbku Ha ESC.*3 Mpu
naumeHTn C aopTHA CTeHO3a, NPU KOUTO NpefonepaTMBHO He ce
LEMOHCTPYpa AMHaMMYHa 06CTPYKLMA, CenTanHaTa MUeKTOMMA
€ NPOTVBOPEUBA 1 He Ce NMPenopbyBa PyTUHHO.**

[o epgHa TpeTta ot naumeHTuTe ¢ XKMI nmat neka aopTtHa pe-
ryprutauusa (AR), BepOsATHO NpUYMHEHA OT Cy6aopTHa 06CTPYK-
UMA N KPBBOTOK C BUCOKa CKOPOCT B JIK M3XoAeH TpaKr. o>4%
YmepeHaTa Jo Texka AR e MHOro no-psifka U 06MKHOBEHO e
npuvynHeHa OT MbpBMYHA GONECT Ha MiaTHaTa Ha aopTHaTa
Knana uay aopTHUA KOpeH U MHeKLMo3eH eHaoKapauT;497
KoraTto e Hanuue npuv nauveHT ¢ JIKOUT, Tpabea aa ce nsknoum
HecBbp3aH cbc SAM MexaHU3bM Ha 06CTPYKUKA, KaTo cybaopT-
Ha MembpaHa. AOpTHa peryprutauus Moxe aa HacTbnu 1 cnep
cenTanHa MUeKToMKsA, 0cobeHo Mpu feua WU Mnaau Bb3pacT-
HI.4984%° TexkecTTa Ha AR TpA6Ba aa 6bae oueHeHa B CbOTBET-
cTBMe ¢ npenopbKkuTe Ha ESC ypes oueHKa Ha aHaToMMATa Ha
KnanaTta, pasmepa Ha aOPTHUA KOPEH 1 Ha acLleHAEeHTHaTa aopTa
N APYr KayeCTBEHM, NONTYKONMYECTBEHM U KOSIMYECTBEHN Napa-
MeTpun.500 PasmepnbT Ha JIK KyxuHa e HeHafeXaeH MapKep 3a
TexkectTa Ha AR npu XKMT1.

12.4.2. MuTpanHa KnanHa 6onect

MwTpanHata knanHa natonorusa B peyntat Ha JIKOUT ce obcbxaa
B pa3gen 9.1.3. OueHKaTa Ha 6onecTrTe Ha camaTa MUTpanHa Kna-
na Moxe Aa 6bae 3aTpyaHeHa Npy Hanuure Ha JIKOUT, koato cama
no cebe c1 NpUYMHABA MUTPasHa peryprutaumna. ObMYanHUAT UH-
TerpvpaH Noaxof KbM OLeHKaTa Ha MUTpasiHaTa peryprutauus,
KakTo e usnoxeH B lpenopbkute Ha ESC/European Association
for Cardio-Thoracic Surgery (EACTS) 3a neyeHvie Ha KnanHuTe Cbp-
AeuHn 6onectin,*” nma Hakom orpaHnyeHua npu XKMIT, 3awoto JIK
KyX1Ha e 4ecTo Manka, OPU 1 NPV Halnume Ha TeXKa MUTpanHa
peryprutaumsa, a KOHBEHLMOHANIHATE KONMYECTBEHW 1 MOJTYKOMN-
YeCcTBeHM [JOMIEePOBU NapaMeTpu He ca BanuamsMpaHu npu na-
unenTn ¢ JIKOUT. Mo npuHLmMN, KaueCTBEHMUTE MEPKW Ha KnanHaTa
aHaToMuA — € HenpekbcHaT [lonnep v useteH lonnep B KOM6MHa-
LA C neBonpeaCcbpAHMTE pa3Mepy 1 oLeHKaTa Ha HanAraHeTo B
6enoppobHata apTepua — MMaT No-rofiAMo 3HaueHwue. B n3bpaxu
cnyyam TEE Moxe fa noOMOrHe 3a onpefensaHe Ha MexaHU3ma 1 Te-
»KecCTTa Ha MUTpasiHaTa KnarHa peryprutauus.

12.4.3. MNpodunakTuka Ha eHgOKapANTa

NHpeKumo3HnaT eHgokapanT npu XKMI ce cBeXxfa Ha NpakTu-
Ka Ao naumeHTn ¢ obcTpyKkuma Ha JIK nsxogeH TpakT, ocobeHo
Te3un ¢ JIMN gunatauma.’®' YectoTtata Ha eHaoKapamTa npu nayum-
eHTn ¢ JIKOUT e 3,8 Ha 1000 nauyneHT-roanHn, a BepOATHOCTTA
3a eHpgokapauTt 4,3% cnep 10-roguwHO npocnegasaHe B rons-
MO KOXOPTHO npoyuBaHe.*®' EHOKapaHUTe ne3mmn Bb3HMKBAT
Hall-yecTo BbpXY 3aAe6eneHOTO NpefHO MUTPASTHO NAATHO UK
npunexaliata NOBbPXHOCT Ha MPOKCUMMANIHUA KaMepeH cen-
TyMm.#7502 KakTo npu naumeHTn ¢ KnanHa 6onecrt, Tpabsa aa ce
HacbpuyaBa Jobpa opanHa XMrmeHa, Ho pyTMHHa aHTUOMOTMYHA
npodunakTKa He ce NpenopbyBa NP NaUMEHTN C rPagneHTy
B JIK n3xofeH TpakT.’® AHTMOMOTMYHA NpodunakTiKa Tpabsa
Ja ce 06CbAM NpU BUCOKOPUCKOBU Npoledypy Npy NauneHTr
C KNanHy NpoTe3n Uan NpPoTe3eH MaTepran U3Mnon3BaH 3a niac-
TUKa Ha Knanara, npejllecTsall eHAOKapAMT U BpoJeHa Cbp-

AeyvHa 6onecT, B cboTBeTcTBME C [penopbkuTte Ha ESC/EACTS 3a
JleYeHune Ha KnarnHu CbpaedHn bonectn. 93503

13. KmBOT c KapanomunonaTus:
CbBeTU KbM nayveHTa

MoseueTto nauyneHTn ¢ XKMI BogAT HOpManeH n NpoayKTuBeH
XKVBOT, HO ManbK AAN NoslyyaBaT 3HauYMMa CUMNTOMATHKa 1 UMat
MOBWULLIEH PUCK OT CBbP3aHW C 6onecTTa yC/IoXKHeHUs. BaxHo e,
He3aBUCKMO OT TeXKeCTTa Ha 6onecTTa UM, NaumneHTUTe ga nosy-
yaT noakpena v TOYHW CbBETU OT GpamMUIHKTE fieKapu 1 apyru
3[paBHU CNeunanncT 1 aa 6bhat HacbpUeHn aa pasbepaT  ga
KOHTponMpaT camm 6onectta cu. Tabnmua 10 o6o6waBa HKOM
OT KJ1I0UOBMTE BBMPOCH, KOUTO TPsibBa fa ce 06CbAsAT C NaLneH-
TUTE, POAHVHUTE N obcnyxBawmTe ru. MNpn HeobxoaNMOCT (Ha-
npumep, Korato ce o6cbxga 6pemMeHHOCT) naumeHTuTe Tpabea
Aa 6baaT HaCoUYeHU KbM APYri Creurann3npaHn cnyxou.

14. MpunoxeHne

HaunoHanHu KapgmnonornyHu gpy»ecrtsa Kbm ESC yyacTtBawm
aKTUBHO B MpoLeca Ha peLeH3npaHe Ha lNpenopbkute Ha ESC
3a MarHoCTMKa U NeyeHne Ha xunepTpoduryHaTa Kapanomu-
onaTtuna 2014:

ABcTpumsa: Austrian Society of Cardiology, Matthias Frick;
Asep6anpxaH: Azerbaijan Society of Cardiology, Farid Aliyev;
Benapyc: Belorussian Scientific Society of Cardiologists,
Svetlana Komissarova; Benrus: Belgian Society of Cardiology,
Georges Mairesse; bocHa m XepueroBuHa: Association of
Cardiologists of Bosnia & Herzegovina, Elnur Smaji¢; Bbarapms:
Bulgarian Society of Cardiology, Vasil Velchev; Kunbp: Cyprus
Society of Cardiology, Loizos Antoniades; Yewka peny6nu-
Ka: Czech Society of Cardiology, Ales Linhart; laHus: Danish
Society of Cardiology, Henning Bundgaard; ®uunangwus:
Finnish Cardiac Society, Tiina Helio; ®panuyumsa: French Society
of Cardiology, Antoine Leenhardt; Tepmanus: German Cardiac
Society, Hugo A. Katus; Mbpuusa: Hellenic Cardiological Society,
George Efthymiadis; YHrapumsa: Hungarian Society of Cardiology,
Rébert Sepp; WUcnanguma: Icelandic Society of Cardiology,
Gunnar Thor Gunnarsson; Wspaen: Israel Heart Society,
Shemy Carasso; Kupruscrau: Kyrgyz Society of Cardiology,
Alina Kerimkulova; JlatBusa: Latvian Society of Cardiology,
Ginta Kamzola; JluBaH: Lebanese Society of Cardiology, Hady
Skouri; JIn6wms: Libyan Cardiac Society, Ghada Eldirsi; JlnTsa:
Lithuanian Society of Cardiology, Ausra Kavoliuniene; ManTa:
Maltese Cardiac Society, Tiziana Felice; Xonanaua: Netherlands
Society of Cardiology, Michelle Michels; HopBerus: Norwegian
Society of Cardiology, Kristina Hermann Haugaa; Monwa: Polish
Cardiac Society, Radostaw Lenarczyk; MopTyranusa: Portuguese
Society of Cardiology, Dulce Brito; PymbHusa: Romanian
Society of Cardiology, Eduard Apetrei; Pycus: Russian Society
of Cardiology, Leo Bokheria; Cbp6usa: Cardiology Society of
Serbia, Dragan Lovic; CnoBakus: Slovak Society of Cardiology,
Robert Hatala; Ucnanus: Spanish Society of Cardiology, Pablo
Garcia Pavia; WBeyna: Swedish Society of Cardiology, Maria
Eriksson; LBeiuapus: Swiss Society of Cardiology, Stéphane
Noble; MakepgoHusa: MacedonianFYR Society of Cardiology,
Elizabeta Srbinovska; Typuma: Turkish Society of Cardiology,
Murat Ozdemir; Ykpaiina: Ukrainian Association of Cardiology,
Elena Nesukay; O6eanHeHo KpancrtBo: British Cardiovascular
Society, Neha Sekhri.
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TekcTbT 32 CME (HenpekbcHaTo MeanLHcKo obyyerme) Mpenopbku Ha ESC 3a AnarHocTrika n neyeHne Ha xunepTpodryHata Kapauomuonatusa 2014 (2014 ESC Guidelines
on diagnosis and management of hypertrophic cardiomyopathy) e yTBbpzeH ot EBponeiicknsa 6opa no akpegutauua B Kapauonorusta (European Board for Accreditation
in Cardiology, EBAC). EBAC paboTu B CbOTBETCTBME CbC CTAaHAAPTHTE 3a KauecTBO Ha EBponeinckms cbBeT No akpeamTaumna Ha HENPeKbCHATOTO MEeAULMHCKO 0byyeHune
(European Accreditation Council for Continuing Medical Education, EACCME), KOTO e MHCTUTYLWA Ha EBponeiickna cbio3 Ha MeanumnHcknTe cneymanucty (European Union
of Medical Specialists, UEMS). B cboTBeTcTBYE C npenopbkuTe Ha EBAC/EACCME, BCYKM aBTOPW, yyacTBalLy B Ta3n Nporpama ca paskpunm noTeHUnanHnTe KOHGINKTH Ha
MHTEpecK, KoMTo b1xa MOrnv Aa AOBEAAT O MPUCTPACTHO OTHOLUEHKE B cTaTuATa. OpraHn3aunoOHHNAT KOMUTET HOCM OTFOBOPHOCTTa Aa rapaHTMpa, Ye BCUUKM NOTEHLM-
anHM KOHGNIMKTU Ha MHTepecH CBbP3aHm C Nporpamara Lie ce fileknapupar npej yyacTHULUTE Npeau 3anoysaHe Ha feHocT 3a CME.

Bbnpocn 3a CME Bbpxy Ta3un CTaTUA Ca HaIMYHW Ha aapec:
European Heart Journal http://www.oxforde-learning.com/eurheartj n European Society of Cardiology http://www.escardio.org/guidelines.
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